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Cnmcox cokpameHui

BOAr-MIT/KT — no3uTpoHHO-OMUCCHOHHAs Tomorpadus ¢ ®mymesoxcurmokosoii  [18F],
cOoBMeIlIeHHass ¢ KommbloTepHoi Tomorpaduein (A07.30.043.01 Ilo3urpoHHast SMHUCCHOHHAsS
ToMorpadus, COBMEIICHHAs C KOMIBIOTEPHOH Tomorpadueir ¢ TymopoTrpornHbiMu POIT c
KOHTPACTHPOBAHUEM )

AJCC — AmepukaHckuii 00 TUHEHHBIN KOMUTET TI0 PaKy

ENSAT - Espomeiickas pabodas rpymma Mo HM3y4eHHIO omyxoJyied HaanmoueuyHukoB (European
Network for the Study of Adrenal Tumors)

HU (enununps! Xayncduinaa) - AeHCUTOMETpUUECKHE TIOKa3aTenu npu nposeneHnu KT

[1231] — ﬁoﬁenryan [1231] - panuodapmaneBTHIECKOE JUATHOCTHIECKOE CPEICTBO

RECIST — Kputepun oTBeTa CouIHbIX onmyxosei Ha Tepanuto (Response evaluation criteria in solid
tumors)

SUV (standartised uptake value) - nakonuTensHblii kpurepuii mpu '*®JIC-IIDT/KT

TNM - MexayHaponHas KiaccuuKanus CTaauii  3J0KaYECTBEHHBIX HOBOOOpa30BaHUIA
(a66peBuarypa ot Tumor, Nodus, Metastasis)

UICC — Mexnaynapoansiii coto3 o 6opsde ¢ pakom (Union for International Cancer Control)

AT’ — apTepuanbHas THIIEPTEH3UA

AKP — pak xopbl HaiIOYEYHUKA (CUH.: AJPEHOKOPTHUKAJIBHBIN paK)

AKTT — anpeHOKOPTUKOTPOIHBINA TOPMOH

AJIT — amanna-amMmmuHOTpaHcdepasa

APC — anp10CTEpPOH-PEHNHOBOE COOTHOILLIEHUE

ACT — acnaprar-aMHHOTpaHCc(epasza

BO3 — Bcemupnast opranuzaius 34paBOOXpaHECHUS

JJUIT — nuctanimoHHast JiydeBasi Tepanus

I'T'TII — ramMmMa-riryTaMuiI-TpaHCIIENITH1a3a

I'CIHTI - rno0OynuH, CBA3BIBAIONIUI TIOJOBBIE CTEPOU/IBI

HUI'X — “MMYHOTUCTOXMMHUYECKOE MCCIIEA0OBAHUE

KY — koHTpacTHOE ycuIeHue

JII' — nmroTenHU3UpPYIOUNA TOPMOH

JIAI' — makTaTaeruagporenasa

MKB-10 — Mexnaynaponnas kinaccudukarms 6onesneit 10-ro mepecmoTpa

MPT — marHUTHO-pE30HaHCHAsI TOMOTpadus

MCKT — mynpTHCIIHpabHAs KOMITBIOTEpHAs TOMOTpadust

MDH — cuHApOM MHOKECTBEHHBIX SHIOKPUHHBIX HEOIUIA3UIl
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HBII-neiipodiacToma

HIIB — HroxHss noJias BeHa

OBII — oprassl OpIOUTHOM MOJOCTH

OI'K — opransl rpyIHOU KJIETKH

IIT"A — nepBUYHBIN TUNIEPATBIOCTEPOHU3M
PYA - panuoudacrornas abmsmust (A16.14.037)
OXI/IIT — peoxpomoruToMa/maparanriamoMma
DCT — GomIMKYIOCTUMYIHPYIOUTUNA TOPMOH
CHUK - cunapom Unenko-Kymmnra

TTI - TMpeoTpOINHBINA TOPMOH

¥Y3U — ynpTpa3ByKOBOE UCCIIEOBAaHUE



TepMuHbI U onpeaeIeHUs

ANBbIOBaAaHTHAaA XUMHUOTEPAIIUA — XUMHUOTEPAIIUA, IPUMCHICMAA ITOCJIC JIOKAJIbHOI'O BOSI[CfICTBPIH Ha

OITyXOJIb B HCJIAX SpaJuKalui U JJIUTCIIBHOTO MMOJaBJICHUA MUKPOMCTACTA30B

I'epmunaTuBHass MyrauMsi — U3MEHEHHME CTPYKTYpbl T'eHa (IOCIEeI0BaTEIbHOCTH HYKIIEOTH]IOB,
XPOMOCOMBI, TEHOMa), TI0 CPABHEHUIO C peepeHCHON MOCIeA0BaTEIbHOCTHIO, BOZHUKIIEE B ITOJIOBBIX

(3apO/IBIIIEBBIX ) KIETKAX.

I'unepkopTunM3M (SHIOTEHHBIM) - KOMIUIEKC KIMHHUYECKHX CHUMITOMOB, OOYCIOBIEHHBIX
JUTUTETIHHBIM ~ BO3JCHCTBHEM KOPTHKOCTEPOHUJIOB HAa OpPraHW3M BCJICJACTBHE HX U30BITOYHON

SHJOT€HHOM MPOAYKIUH.

/lpaiiBepHasi MyTauMsi — H3MEHEHHE CTPYKTYpbl TreHa (IOCJIeI0BaTeIbHOCTH HYKJIEOTHIOB,

XPOMOCOMBI, TEHOMA), UHULIMUPYIOLIEE NIPEBPAILIEHNE HOPMAIBHOMN KJIETKH B PAKOBYIO

NunuaenTaioma Haamo4Ye4yHUKa - coOMpaTenbHOE MOHSTHE, BKIIOYAIOUIee Pa3HOOOpa3HyIo IO
Mopconorun rTpymmy omnyxoneid Oonee 1 cM B auamerpe, CIy4ailHO BBISBJICHHBIX IPU

PaMOIOTHYECKOM 00CIIeIOBaHHUH.
Kanueporenes - CJI0XHBIN MaTO()U3NOIOTHISCKUHN TTPOIIECC 3aPOKACHUSI U PAa3BUTHS OITYXOJIH.

MyTanusi — croiikoe (TO €cTb Takoe, KOTOpO€ MOXET OBITh YHACIEIOBAaHO MOTOMKAMH

JAHHOU KJIETKU WJIM OpraHu3Ma B Cllydyae TepMUHATUBHONW MyTalluK) U3MEHEHUE TeHOMA.

Heiipo6aacToMa - 3710KauecTBEHHAs OINYXOJIb, Pa3BUBAIOIIASCA M3 KJIETOK IMPEIIIECTBEHHUKOB

cumnarudeckoit HepBHoU cuctemsl (CHC).

OCTpaH HaANMO4YC¢YHHUKOBagd HEAOCTATOYHOCTb — CHMIITOMOKOMILICKC, 06yCJIOBJICHHBIf/'I PE3KUM

CHMIKCHUCM HJIU IMOJIHBIM IIPCKPAICHUCM (I)YHKHHOHaHLHOﬁ ACATCIIbBHOCTU KOPBI HAAIIOYCYHUKOB.

Opdannoe 3a6o1eBaHue — peaKoe 3a00JIeBaHUE, KOTOPOE BCTpedaeTcs y HeOOIbIIOr0 KOJIMYECTBa
TMOJEH OTHOCHUTENhHO OOINe YWCICHHOCTH HaceleHus: B EBpore pelkuM MpUHSATO CYHTATH
3aboneBaHue ¢ pacnpocrpaHeHHOCThI0 1 yenoBek Ha 2000 nacenenusi, B CIIIA — ecnu 3aTparuBarot

He 6oiiee 2000 genoBek, B Poccun — He 6oitee 10 genmoBek Ha 100 000 HacemeHus.

IlepBUYHBIN I'MIIEPAJBIOCTEPOHU3M — KIMHUYECKUW CUHAPOM, Pa3BUBAIOLIUNCA B PE3YJbTATE

M30BITOYHON MPOAYKIIUU ATbOCTEPOHA KITyOOUKOBOM 30HON KOPKOBOTO BEIIECTBA HAAMOYCUYHUKOB,
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IIpru KOTOPOM CEKpC€UHA albJOCTCPOHA IMOJTHOCTHIO MM YaCTHUYHO ABTOHOMHA IO OTHOIICHHIO K

peHI/IH-aHFHOTeHSHHOBOﬁ CHUCTEMC, 4qTo O6YCJIOBHI/IB3.CT Pa3sBUTUC HH3KOpCHHHOB0ﬁ

TUTIOKAJIMEMUYECKON apTepuaibHON TMIIEPTEH3U U,

CurHaibHblii MyThb — MOCJTENOBATEIBHOCTh MOJIEKYJ, MOCPEIACTBOM KOTOPBIX HH(pOpMALUS OT

KJIETOYHOTO pelenTopa nepeaaeTcs BHyTPU KIETKU.

CuHapoM «HeynpaBjsieMO IeMOAMHAMHKM» — IATOJOTMYECKOE COCTOSHUE, BO3HUKAIOIIEE Ha
(doHE KaTEeXOIAMUHIPOMYLUPYIOUIEH OMyXOJIM HAANOYEUYHHKA U XapaKTepU3YIOLIeecs PpPe3KUM
yyalleHHeM TUIEPTEH3UBHBIX BHICOKOAMIUIUTYIHBIX KpPU30B C yCYryOusiomiencs HekypaOenbHON

TUIMOTOHUEH B MEXIPUCTYITHOM MEpUOJIe

CucremMHasi XUMHMOTepamusi — BBEJCHUE TMPENapaToB BHYTPb, IOAKOKHO, BHYTPHUBEHHO,

BHYTPHUMBIIICYHO, PACCYUTAHHOE HA OOIINI MPOTUBOOMYX0JIEBBIN A (PEKT.

®eoxpoMoMTOMAa - ONyX0db XpoMaUHHBIX KJIETOK CHUMIIATO-3APEHAIOBON  CHUCTEMBI
HAJINOYEYHUKOBOM MWJIM BHEHAJNOYECYHUKOBOW JIOKAJIM3alUHM, KAaK IPaBWIO, CEKpETUPYIOLIas

KaTeXoJIaMUHBbI.



1. KpaTkasi ungopmanus mo 3a00J1eBaHNI0 UM COCTOSTHHUIO (rpynme

3a200J1eBaHUI MJIU COCTOSIHMIA)

1.1 Onpenejenue 3a00JeBaHUS UJIH COCTOSHNSA (ITPYHIBI 3200J1€BAHNI UJIM COCTOSTHMII)

Pak xopsl Haamoyeunuka (cun.. aapeHOKOPTUKaIbHBIN pak; AKP) — penkas 3mokauecTBeHHAs
OIyXOJIb KOPbl HAJIOYEYHHUKOB, XapaKTEpHU3YIOlasi, KaK MpaBWJIO, MO3JHUM CPOKOM BBISBICHMUS,
arp€CCUBHOCTHIO KIIMHUYCCKOT'O TCUCHUA U He6HaFOHpI/IHTHbIM JIG‘IG6HI>IM MMPOTrHO30M.

AKP Moxer OBITh TOPMOHAJIbHO-aKTUBHBIM, SIBISSICh, dYallle BCEro, NPHUYUHOM
CYOKJIMHMYECKOTO WM MaHudecTHOro cuHapoma KymmHra (WM CMEIIaHHBIX CHHAPOMOB), WIIU

MOXET OBITh TOPMOHATHPHO-HEAKTUBHOM OMyXoJibto [1].

1.2 DTHOJOrMS M NATOreHe3 3a00JeBaHUs WJIHN COCTOSTHUS (Ipynnbl 3a00JeBaHUN WJIN

COCTOSIHMA)

Kanneporenes npu AKP oOycioBieH npaiiBepHBIMH MYTAaIlUsSMH pPsiia TCHOB M aKTUBAIUEH

COOTBETCTBYIOIINX CUTHAJIBHBIX IMyTed [2]. B OONBIIMHCTBE CllydaeB 3TH MYTallud BO3HUKAIOT
CIIOHTAHHO B KJICTKAX KOPbI HAAINIOYCYHHUKA, IPUBOJAA K CIIOPAAUICCKUM ClIydasaM 3a6OJIeBaHI/I}I. Taxxke
B ocHoBe naroreHe3a AKP Moryrt nexarh repMUHAaTHBHBIE MYTallMM: B 3TOM ciydae 3a0oyieBaHUE

OyneT HaOJII0AaThCs B paMKax TOTO WJIM MHOT'O HACIEACTBEHHOTO CUHApOoMa [3].

OnucaHo HECKOJbKO HACJEACTBEHHBIX CHHIPOMOB, KOMIIOHEHTOM KOTOpbIX siBisieTcss AKP
(Tabm. 1). IIpu 3THX cCHHAPOMAxX oTMevaeTcss Hu3Kas peHorunuueckas nenerpantTHocth AKP, B cBs3H
C 4eM, IPOCIeIUTh HACIEICTBEHHBIH XapakTep 3a00JeBaHUs aHAMHECTUYECKU JOCTATOYHO CIIOKHO
[1]. CaMbIM pacnpOoCTpaHEHHBIM HACIEICTBEHHBIM CUHApOMOM, BkiItouaronuM AKP, saBisercs
cuaapom Jlu-Opaymenu, ooHapyxuBaeMblil B OonbimnHcTBe cirydyaeB AKP B neTckoM Bo3pacre — 110
80% Bcex MaIMEHTOB; OH TAaKXe SBJIETCS caMOil yacTod mpuuyuHOW HacieactBeHHoro AKP Bo
B3poCiIOM Bo3pacte — A0 5% Bcex ciydaeB 3aboneBaHus. PacnpocTpaHEHHOCTh OCTaJbHBIX
CHUHJIpOMOB, acconnupoBaHHbiX ¢ AKP, cocraBnsier ot gosei nporeHTa 10 3-4% cpenu B3pOCIbIX

nanuentoB ¢ AKP [3].



Taoauna 1. HacsiencrBeHHble CHHAPOMBI, accounupoBannbie ¢ AKP [3]

Cunapom J/lpaliBepHbIe I'eHbI PacnpocTpaHeHHOCTB cpean

nanuenTos ¢ AKP

Cunapom JIu-Opaymenun TP53 3-5% cpenu B3pOCIIBIX;
50-80% cpenu nereit
Cunapom JInunua MSH2, MSH6, MLH], 3% cpenu B3pOCIHbIX
PMS2
MDH 1 tTuna MENI 1-2% cpenu B3pocibIx

Menee 1% y nereit

CeMeHHbBIH A€HOMAaTO3HbI APC menee 1%

nmosiuno3 (cunapom I'apanepa)

Komnuexe (cunapom) Kapues PRKARIA meHee 1%

Cunapom bexBura-Bugemana IGF2, H19 6 noxyce MmeHee 1%
1ipl5

Heiipopuopomaro3s 1 Tuna NF1 meHee 1%

I'ene3 cunnpoma JIn-OpayMeHu CBsi3aH C MHAKTUBUPYIONIEH MyTtaruend B rene 7P53, reHe-
CYIIPECCOPE OITyXO0JIEBOro pocTa. CHHAPOM XapaKTEPU3yETCsl pa3BUTHEM CAPKOM MATKUX TKaHEH, paKka
MOJIOYHOH eJe3bl, HOBOOOpPa30BaHUI TOJIOBHOTO Mo3ra, jeiko3oB u AKP. On nHambonee yacrto
BCTpEUYaeTcsi B IOKHBIX peruoHax bpaswmuu, rae 0,3% mnonynsuuu SBISIOTCS HOCUTENSMU

repmuHatuBHOW MyTtanuu R337H B rene TP353.

B ocHoBe naroreneza cunapoma JInHYa jgexaT repMUHATUBHBIE MYTAallUd B OJIHOM U3 I€HOB
cuctembl pemapauuu JHK (MSH2, MSH6, MLHI, PMS2), 4To TPUBOAUT K pPa3BUTHIO paka
MPOKCUMANIBHBIX OTAENOB TOJCTOW Kumku (mo 80% ciydaeB cunapoma Jlunwa). Ilomumo
KoJiopekTasibHOTO paka W AKP, y mnaumeHToB ¢ CHHIApOMOM JIMHYAa TIOBBIIEHBI PUCKHU
3JI0Kau€CTBEHHBIX 00pa30BaHUM IPYTUX JOKAIM3alUid: paka suaomMeTpus (50-71% ciaydaeB cuHaApOMa
JIuHua), MOYEBBIBOASIIIUX MYTEH, SMUHUKOB, KEJIyAKa, TOHKON KUIIKH, MOKETyA0YHOMN Kene3bl, a

TakKe TJIM00JIaCTOM IOJI0OBHOT'O MO3ra U onyxoneﬁ CAJIBHBIX KEJIC3.

CHHIpOM MHOXECTBEHHBIX JHAOKPUHHBIX Heorasuii (MOH) 1 Tuma oO0ycioBieH
TePMUHATUBHBIMH MYTallUsIMU B TE€HE-Cympeccope omyxoneBoro pocra MENI. HauGonee
pacrpoCTpaHEHHBIM TOPAXEHWEM HAJIOYCUYHUKOB, HaOMOMaeMbIX nmpu cuHapomMe MOH 1 Tumna,
SIBJISIIOTCS OJHOCTOPOHHSISI WJIM JIBYCTOPOHHSISI THUIIEPILIA3Us. KOPbI U aJCHOMBI. OJTU TMOPAKEHUS
BcTpevarorcs 'y 45-55% mnammentoB ¢ MOH 1| u Moryr ObITh TOPMOHAIBHO-aKTUBHBIMU HITH

HedyHkmoHanbHbIMU. Pacnipoctpanennocts AKP B pamkax cunapoma MOH 1 tuna nocruraer 22%.
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Hpyrumu nposiBieHusMu cuaapoma MOH 1 Tuma Hambosee 4acTo SIBISIOTCS THUIEPIUIA3usl WIH
OITyXO0JIr OKOJIOIIIUTOBUAHBIX KCIIC3, IMPUBOAAIINC K NEPBUYHOMY TuneprapaTupeosy,

MaHKpeaTHueCKnue HeUPOIHIOKPUHHBIE OMYXOJIH, OIyXO0JIM Tunodusa.

AKP Takxe MOXXET BBISBISATHCS B COCTaBE CHHIAPOMOB ['apiHepa (aJleHOMAaTO3HbII MOJIUIIO3
kuiiku), beksura-Bunemana, komruiekca Kapues, Heiipodudpomaro3 1 tuna. J1omist 3TUX CHHAPOMOB

B cTpykType AKP, no naHHbIM ntutepatypsl, He npessimaet 1% [3].
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1.3 DnuaemuoJiorusi 3a00JeBaHus WJIM  cocTOosiHMS (Trpyvnnbl  3200J1eBaHMIT  HJIH

COCTOSIHM )

Exeronnoe BoisiBiienne AKP coctapmsier 0,52 cnydast Ha 1 MAJIUTMOH HAcelIEHUs, B CTPYKTYpe
oHKosiorndyeckol cmeptHoctu coctaBisieT 0,04-0,2%. OTmedaroTcsi pernoHajlbHBIE pa3inyus B
nokazatersix 3aboneBaemocTH. [lokazatens 3aboneBaeMocTH Ha rore bpasunmu caMblii BRICOKHE U
BappupyeT oT 3,4 - 4,2 cnyyaeB Ha | MWIUIMOH HaceneHus, 4To npuMepHo B 10 pa3 mpesbliaer
CpeIHMH TOKa3aTenb B APYrux crpaHax [229]. 3abosneBanue MposBISETCS NMPEUMYIIECTBEHHO Y
B3POCJIBIX M OYEHb PEIKO y AeTel ¢ O0MMOaabHBLIM pacrlpeielieHueM Bo3pacTta. Y B3pOCIbIX Ha
MOMEHT TIOCTAaHOBKH JHarHo3a cpeaHui Bo3pacT 3abojeBanus coctasisier 50-60 ner, y merei - 3-4
roga. JKeHmmHBI OOJICIOT dYallle, COOTHOIICHUE >KEHIIMHBI/MYKUYUHBI cocTaBiseT 2,5:1 [2,4,230].
Onuaemuonorudyeckue naHHbple no Poccuiickoil denepauny OLEHUTh KpailHE 3aTPYAHHUTENIBHO, TaKk
KaK OHKOJIOTHYEeCKasi OT4eTHOCTh oTAeibHO Mo AKP He dhopmupyercs, peructp orcyrcryer. AKP

BKJIFOUEH B TIepedeHb opdaHHbIX 3a00aeBanuii B PO [5].

1.4 Oco0eHHOCTH KOIUPOBAHUSA 3200J1eBAHUA WJIH COCTOAHNSA (IrPYyHNbI 3200JJeBAHUNA HJIH

cocTOosIHU) mo MeXIVHAPOAHOU CTATHCTHYECKOH Kjaaccudukanmuy 0o0je3Hed U NpoodJem,

CBSAI3AHHBIX CO 310POBHEM

C74 3nokauecTBEHHOE HOBOOOpa30BaHUE HAJIITOYCUYHHKA
C74.0 Kopbl Hagnmo4eyHnuKa
C74.9 HannoyeyHnka HEYTOUHEHHOW 4acTH
D44.1 HoBooOpa3oBaHue HEONpPEIECNCHHOIO WM HEU3BECTHOTO XapakTepa SHIOKPUHHBIX

kene3. Haamoueunuka.

1.5 Kaaccuduxkanus 3a00J1eBaHUs] WJIH  COCTOSAHUS (Tpynnbl 3a00JeBAHMH WM

COCTOSIHMA)

1.5.1. MexnynapoaHasi ruCTOJIOrH4YecKasi Kiaccupuxkanus

CormacHo MexayHapoaHOW THCToJIoTHYeckor (kimaccudukanus BcemupHOW opraHuszanuu
3npaBooxpanenus (BO3), 5-e uzpanue, 2022 r.), AKP xogupyercs kak 8370/3 (Tabmn. 2) [2].

11



Taoauua 2. Knaccupukanus BO3 onyxosieit KOpbl HAANOYEYHUKOB, 2022 1.

DKTOMHMYECKasi TKAaHb HAAMOYEYHHKA (aJPEHOKOPTHUKAIBLHBIE OCTATKH )
KucTtel Hagnmoueynunka

Muenonumnoma ICD-O code 8870/0
AIPeHOKOPTUKAIbHbIE OMYXO0JIH

Bpoxxnénnas runepriiazusi KOpbl HAAMOUYCIHUKOB
ApEeHOKOpTUKAIIbHAS HOMYJIApHAs 00JIe3Hb

ApEeHOKOPTUKAIIBHBIN pak ICD-O code 8370/3
AJlpeHOKOpTHUKATbHAS aZlcHOMa ICD-O code 8370/0

Onyxo/u cTPOMBI I0JIOBOT0 TSIZKA M NIPOYHe ONYXO0JIH

OnyxoM CTPOMBI ITOJIOBOTO TSDKa ICD-O code 8590/1
AneHoMaToHIHAs OMyXOJIb ICD-O code 9054/0
Menanoma ICD-O code 8720/3

Mopgonocuueckue ko0bl npusedenvl 6 coomeemcemauu ¢ Meawcoynapooroi kiaccuguxayuet
onkonoeuveckux zavonesanuii (ICD-0):

/0 — 0obpoxawecmeeHHAst ONYXO0b,

/1 — onyxonb ¢ HEYMOYHEHHbIM, NOCPAHUUHBIM UIU HEONPEOeNeHHbIM 310KAYECMEEHHbIM
NOMEHYUATOM,

/2 — carcinoma in Situ Ul UHMPAINUMENUANbHAS HEONNA3USl BbICOKOU CMmeneHu
310KavecmeeHnocmu (grade 3),

/3 — 3n0KAUECmBenHas onyxoJib.

1.5.2. CragupoBanue

CragupoBanue AKP y B3pocnbix mnpoBomsaT mo kiaccupuxammu TNM AmepHKaHCKOTO
o0wenuHenHoro komureta 1o paky (AJCC)/Coroza mexaynapoaroro koutpois Hajg pakoM (UICC) 8-
ro nepecmorpa (2017 r.) m mo kmaccudukanuu EBporeiickoil paboyeil Tpymnmbl MO HU3yYEHHUIO
omyxosneir HaanmoueyHukoB (ENSAT, European Network for the Study of Adrenal Tumors) [6, 7].
CragupoBanue AKP y nereit mpoBomsar mo kiaccupukaumu TNM u mo cucreme Jletckoii

onkonorudeckoit rpynmsl (COG, Children’s Oncology Group) [7, 230, 231].

Knunnueckoe cragupoBanne AKP ocymiecTBisiercs Ha IpelonepalioHHOM dTane y AeTeu u

B3POCJIBIX HA OCHOBAHWU PC3YJILTATOB JIYUYCBLIX MCTOAOB UCCIICAOBAHUA, Y [[GTGI\/JI JOINIOJIHUTCIIbHBIM
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napaMeTpoM SIBIISIeTCs OlleHKa oObeMa omyxoinu. [locne nmpoBeneHus XUpypruueckoro JeueHus ams
Hazexariero craaupoanust AKP (pTNM) HeoOX0IMMO THCTOIOTHYECKOE MOATBEpKACHUE. Y JeTei
JOTIOJTHUTEIBHBIM ~TIAPAaMETPOM  SIBIISIETCS  Macca OIyXOJd, OLEHEHHAas IOCJI€ BBINOJHEHUS

XUPYpPruuecKoro BMenaTenbCTBa.

IlepBuunasi omyxoanb (T/pT). Kpurepuii T orpaxaer pacnpoCTpaHEHHOCTb NEPBUYHOMN
OITYXOJIM U COZIEPKUT CIIEAYIOIINE IPadalvu:

Tx: IlepBudHas OMyXxoJb HE MOXKET OBITH OIICHEHA

TO: HET TaHHBIX O HAJTMYUU TTEPBUYHOMN OITYXOJIN

T1: pazmep onyxonu < 5 cm;

T2: pazmep onyxonun> 5 cm;

T3: omyxonp 1000TO pa3mMepa C JIOKaJIbHOW HWHBa3ueH, 0€3 BOBJICYCHHS OKPYKAIOIIUX
OopraHoB®;

T4: omyxonp 11000r0 pazMepa ¢ MHBA3HH OMYXOJIM B OKPY)KAIOLIME OPTaHbl M/MIM TPOMOO3
HkHeH monoit Bens! (HIIB) u/mmu TpoM0603 Mo4eYHO BEHBI.

*  Okpyorcarowumu  opeanamu  A6IAIOMCA:  Nouka, ouaghpazma, KpynHvie cocyoul,
nOO0JHCeNyO00UHAs Jcele3d, NeyeHts.

Pernonapusie mumparnueckne y3abl (N/pN). Kputepuii N ykaszplBaeT Ha HaJIW4Me WU
OTCYTCTBHE METACTA30B B PETMOHAPHBIX JTUM(DATHUECKUX Y3I1ax

Nx: peruoHapHbie TUMQPOY37bl HE MOT'YT OBITH OLICHEHBI;

NO: oTCyTCTBHE METACTATUIECKOTO MOPAKECHUS TUM(POY3IIOB;

N1: MeracTaTuueckoe nopaxeHue TuMQoy3ioB

Pecuonapnvivu cuumaromes aumgoysivt 60pom oYKUY, NAPAAOPMATbHbIE U NAPAKABATbHYLE.
Cmopona nopasiceHus HaONO4eYHUKA He YUUMbl8aemcs.

Otnanennbie Meractasbl (M). Kpurtepuiit M XapakTepuszyer HaJIMYHME WJIM OTCYTCTBHE
OTJAJICHHBIX METaCTa30B:

MO: oTaaneHHBIX METACTA30B OTCYTCTBYIOT

MI1: oTnaneHHbie MeTacTa3bl IPUCYTCTBYIOT

I'pynnupoBka kpurepueB TNM nns ompenenenus craguum AKP no UICC u ENSAT
npencrasiena B Tabnuie 3. Kpurepuu ycranosnenus craauun AKP unentnuns kak st UICC, Tak u

st ENSAT. CrangupoBanue AKP y aeteit mo cucreme COG npeacraBieHa B Tabiuie 4.

Ta6auna 3. CragupoBanne AKP no TNM AJCC/UICC 8-ro nepecmorpa u ENSAT
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Craaus no Kpurepun
AJCC/UICC 8-ro | cragupoBanusi TNM no
nepecMoTpa u AJCC/UICC 8 ENSAT
ENSAT

Cramus 1 Tl NO MO Kak B UICC TNM 8

Cragus 2 T2 NO MO Kak B UICC TNM 8

Cragus 3 T1/T2 N1 MO OnyxoJb ¢ MeTacTazamMu

B TUM(DOY3IIBI
* pacmpocTpaHeHHUEM HH(PUIbTPAIH
T3/T4 | NO/NI MO 3a Mpeaesbl HaAoYeuHuKa

* omyxojeBbiM TpoMOo30Mm HIIB nnun
[MOYEYHOUN BEHBI
Jlrobas omyxollb C  OTIAJICHHBIMU

Cragus 4 T1-4 NO-1 M1
MeTacTa3aMu

Taoauna 4. CragupoBanue AKP y nereit no cucreme COG

Cragusa mo COG

Kpurepun cragupoBanus

Cramgus 1

N —

(98]

[TonHOCTBIO ylaneHHask OMyX0Jib

O6nem omyxonu < 200 cM3 MO JaHHBIM PEHTTEHOJIOTHIECKUX
METOJI0B UCCIIEIOBAHUI

Macca onyxomnu < 100 rpamMmmoB

HopmanbHelil ypOBEHb TOPMOHOB I10CJIE ONlepaLuu

Cragus 2

N —

[TonHOCTBIO yNaneHHask OMYXOJIb

O6nem omyxonu > 200 cM3 MO JaHHBIM PEHTTEHOJIOTHYECKUX
METOJI0B UCCIIEIOBAHUI

Macca omyxonu > 100 rpammoB

HopmanbHelii ypOBEHb TOPMOHOB I10CJIE Ollepaluu

Cramus 3

—_—

MUKPOCKOIINYECKH OCTATOYHASI OITyXO0JIb

HeonepabenpHast i MECTHOPACIIPOCTPAHEHHAS OITyXOJIb
OtcyTcTBHE HOPMAJIHM3AIMU TOPMOHOB TIOCIIE PAJAUKAIBLHOTO
yAaIeHUs OIIyXOJIU

[TarreHTHI ¢ MOopaXKeHHBIMU THM(ATUIECKUMH y3JIaMU
3a0pIOIIMHHOTO MPOCTPAHCTBA

Cranus 4

1.

Hamuuwne OTAAJICHHOI'O MCTACTa3uPOBAHUS
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1.6 Kinunnyeckasi KapTuHa 3a00J1eBaHUsI WJIH cOCTOsIHMS (rpynnnl 3a00J1eBaHUM WM

COCTOSIHMA)

AKP Moxer OBITh TOpPMOHAJIbHO-aKTUBHBIM, SIBISSICh, 4Yallle BCEro, NPHUYUHOU

CYOKJIIMHUYECKOT0 MM MaHu(pecTHoro cuHiapoma KymmHra, W/ninM BUPWIBHOTO CHUHIPOMA, WM
MOJKET OBITh CITy4ailHO BBIIBJIEHHON rOPMOHAJIbHO-HEAKTUBHOM OIyXOJIbI0 HAIOYEUHUKA

Knnnnueckue nposisnenns AKP B pa3HbIX BO3pacTHBIX IPpyMNIax HECKOJIBKO OTJIMYAOTCS.

VY B3pOCHBIX MAIMEHTOB KIMHUYeckHe nposiBieHuss AKP BKII04al0T cCHMOTOMBI H30BITOYHOM
ropMoHasnbHOU cekpernu (50-60%) u HecnennuyecKkue CUMIITOMBI, CBSI3aHHBIE C POCTOM OITyXOJIU
(30-35%) [2]. B ocranpubix ciydasx (10-15%) 3aboneBaHue oOHapyXUBaeTcsi CIydyallHO MpH
MIPOBEICHUU JYYEBBIX METOJOB HCCIEIOBAHUI: MYJIbTHCIUPAIHLHON KOMIBIOTEPHOW TOMoOrpaduu
(MCKT) n/unu MarHuTHO-pe3oHaHCHOM ToMorpadun (MPT) u/unu ynsTpa3ByKoOBOTO HUCCIETOBAHHS

(V3W) kak uanuaentaioma (Taoim.5) [8-13].

Tab6auna 5. Knmauveckue nposisiienust AKP y B3pocibix nanuenros [8]

[Iposinenuss AKP PacnpoctpaneHHoCTb
ABTOHOMHAsI TOPMOHAJIbHAS TUIIEPIPOAYKIIHS 50-60%

e ['mnepkopturusm (cunapom Mnenko-Kymmara) 50-80%

e T UmepnpoayKI¥st aHIAPOTeHOB (BUPHITH3AIIUS Y KECHIIIHH ) 20-30%

e [ 'unepnpoayKIus 3CTPOTEHOB 5%

e [lepBuuHbBIN rUNEPaNIbIOCTEPOHUZM 2-3%
Hecnenmnduyeckue nposiBiaeHus 30-35%
Muanunenramoma 10-15%

HaubGonee pacmnpocTpaHEHHBIM MPOSBICHUEM TOPMOHAIBHOW THUIEPIPOAYKIIMU SIBIISICTCS
TUMNEPKOPTULIN3M, Kak n30iaupoBaHHbIN (30-50%), Tak U B cOYETAaHUU C CUMITOMaMHU BUPUIU3ALUU
(20-30%). Taxum obOpazom, runepkoptunn3M aocturaer 50-80% cpeau Bcex ciaydaeB rOpMOHAIBHO-
aktuBHOro AKP.

N3onupoBaHHas TUNEPHPOAYKLUS aHAPOTCHOB SIBJISIETCSI BTOPBHIM MO PACIPOCTPAHEHHOCTU
nposiBieHueM ropmoHanbHOUW aktuBHOCTH AKP (mo 20% mnanuenTtoB). ['umepanaporenemust y
KEHILIMH MOET MPUBOAUTD K PA3BUTHIO TUPCYTU3MA, BUPUIIN3ALNN U HAPYIICHUIO MEHCTPYaJIbHOTO
UKIa. Y MyX4YdH H30BITOK aHJIPOTEHOB YAaCTO OCTAeTCS HE3aMEUCHHBIM BBUAY CKYIHOCTH
cumntoMoB. ['unepnpoaykuusi sctporeHoB npu AKP BcTpeuaercs penko (menee 2%), BbI3bIBAET Y

MY>KYUH pa3BUTHE TMHEKOMACTUU M aTpoduu SHUYEK, Yy KEHIIWH B MOCTMEHOMNAay3e MNpOsBISETCS
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MeTpopparusiMi. M30bITOuHass CeKpelusi IOJIOBBIX TOPMOHOB IPH OOHApYXEHUH OIyXOJIU
HAAMOYEUYHNKA OCOOEHHO Mo103pUTeNbHa B oTHOIEeHHH AKP.

Haubonee penxuii Bapuant s3u10kpuHOnaTiy npu AKP cBsizaH ¢ nposBICHUSMHU TIEPBUYHOTO
TUIIEPATIbIOCTEPOHU3MA, KOTOPBIM MPOSBISIETCS BBIPAXKEHHOW apTEepUAIbHOM THUIIEPTEH3UEH U
runokanuemueil. [loBpllieHHas TPOAYKLHS ajdbJOCTEpOHA OTMEYAETCs HECKOJIbKO dYallleé B paMKax
CMELIaHHOW F'OPMOHAJILHON IIPOLYKIUU.

B 6onpmmacTBe cinydaes AKP umeer oTHOCHTENBHO OO0JbIIME pa3Mephl, B cpeiHeM — OoJiee
10 cm. Hecnermupuueckne cumnrombl AKP, Takue kak auckoMdopT uiau 60iu, 60516 B TOSICHUIHOU
00J1acTy U B )KUBOTE, OLIYIIIEHHE NIEPETIOIHEHNUS JKETyKa, 00YCIOBIEHBI POCTOM OITyXOJIU B pa3Mepax
U KOMIIpeccuel Ipuiexalumx oprados [14].

CUMITOMBI, TPAJUIIMOHHO aCCOLMUPYEMBIE C OHKOJIOTUYECKUM 3a00JIeBaHUEM (BBIpayKEHHAS
MOTEPsI MacChl Tena, cadbocTh, cyodeOpuibHas TUXOopaaKa), KaKk MpaBuiio, He xapaktepHsl aiss AKP
[8].

VY nereit ropmoHanbHas akTUBHOCTh AKP BbusBisierca B 90% ciyuaes. [IpexneBpemeHHOe
nosioBoe pazsutue (I1I1P) win Bupunnzanns n30CEKCyaabHOTO UM F€TEPOCEKCYaTbHOTO XapaKTepa
BCTPEUAETCS 4acTO M XapaKTEPUPYETCS BHICOKUM YPOBHEM TECTOCTEPOHA HIIM SCTPOTE€HA C HUZKUM
ypoBHeM @CI" u JII' B mna3zme kpoBu [232]. BOABIIMHCTBO OMyX0JIEW M30JMPOBAHHO CEKPETUPYET
Koptuzon (65%) wiam anaporeHsl B KoMmOuHammu ¢ kKoprtuzoioMm (30%). Jpyrue BapHaHTHI
TOPMOHAJIbHOM aKTUBHOCTHU B IETCKOM BO3PacTe MOKHO CUMTATh Ka3yMCTUUECKUMHU. [lanimenTs MoryT
UMETh HecHelu(pUUEeCKyl0 KapTHHY, KOTOpas MpOSBISETCS B BHUJE apTepUANbHON THIEPTEH3UU U
cynopor. B monoBuHe ciiydaeB mpe3eHTaIus 3a00JIeBaHUsT MOXKET OBITh CBs3aHA ¢ OOJBIION Maccou
NAJIBIIUPYEMOT0 00pa30BaHUs, COMPOBOXKIAIOIIEEe OOJIEBHIM CHHIPOMOM M CHMXKEHHEM MaccChl Tela
(Tabn.6) [232].

Taoauna 6. Knunn4yeckne nposisiienusi AKP y nereii u moapocrkos [230, 232, 233]

[IposBnenus AKP PacnpocTpaneHHOCTD

ABTOHOMHAsI TOPMOHAJIbHAS TUIIEPIPOAYKIIHS 90%

e UsomupoBanublii  rumepkoptuimsM  (cuHapom  Wmenko- | 65%

Kymunra)

e Bupuimzauus 80%
ApTepuaibHasi TUTIEPTEH3USA 50%
Cynoporu 10%
[Tansnpyemoe oGpazoBaHue, 60JIEBOI CUHIPOM 50%

16



Hecexpetupyromue onyxosu 10 %

2. IluarnocTuka 3a00/1eBaHUsI MJIH COCTOSIHUSA (rPynnbl 3200/1eBaHUI WJIN
COCTOSIHMII), MEAUIIUHCKHE NMOKA3aHUS M IPOTUBONOKA3aHUS K IPUMEHECHHUIO

METOA0B ITNATHOCTHKHU
Kpurepun ycranosjienus nuarioza AKP Brioyanr
1. »xanoObl MallEeHTA;
2. JaHHbIC WHIMBHYaJIbHOTO M CEMEHHOTO aHAaMHE3a,
3. pe3ynbTarhl PU3UKATHLHOTO 0OCIEIOBAHUS;
4. pe3ynbTaThl JAOOPATOPHBIX, HMHCTPYMEHTAJbHBIX U HMHBIX JUATHOCTUYECKUX
HCCJIENOBaHNH.

Juarnoctuka Hemetactatuueckoro AKP ocymecTBisercss B ciaydae BBISBICHHUS OIMYXOJH
HaanoyeyHuka. C 3710l Toukm 3peHus aumarHoctuka AKP  paccMmarpuBaeTcs B paMKax
mudPepeHIMaIbHOTO  JUarHo3a ¢ JPYTUMH  OIYXOJSIMH  HAJIIOYEYHHUKOB, HawOoOIee YacTo
BBISIBJSIEMBIMU CIy4ailHO (MHIUACHTaToMaMu). TepMUH «MHLIMIEHTATIOMa HAAOYEUHUKA) SBIISETCS
coOMpaTenbHbIM, BKIIOYAIONIMM Pa3HOO0pa3Hyto 1o Mopdosioruu rpymmny omyxosiei Oonee 1 cM B
JIMaMeTpe, CIIy4aifHO BBISBICHHBIX NpPU paauoJIOTHUYEcKOM obcnenoBanuu [15]. BeiaBnenHoe

00pa3oBaHUE MOXKET

® OKa3aThbCs KaK TOPpMOHaJIbHO-HCAKTHUBHBIM, TaK 1 aKTHBHBIM;

® HUCXOUTh U3 PA3JIMYHBIX 30H HAAINIOYCYHHKA HIIU UMCThH HGCHQHI/I(I)I/I‘-IHYIO OpTaHHYIO
MNPpUHAIJIC)KHOCTD,

® OBITh 3J10KaYECTBEHHBIM UJIN ,Z[O6pOKa‘IeCTBeHHI>IM.

JlmarHocTrka MECTHOPACIPOCTPAHEHHOTO WJIM METacTaTHMYeCKOTO paka KakK MpaBHIIO HE
BBI3BIBACT TPYJHOCTEH, MHOT 1A MPOBOAUTCS AU PepeHnanbHas AMarHoCTUKA € OMyXOJISIMH ITEYCHH,
MIOYKH, 3a0PIOMMHHBIMU HEOPTaHHBIMH OITYXOJISIMH.

[Tpu AKP HeGompIux pa3MepoB ¢ MACCUBHBIM OT/IAJICHHBIM METACTaTUYECKUM MOPAKECHHEM
MOKET BO3HUKHYTh HEOOXOIUMOCTh Au(depeHInaaIbHON TUarHOCTHUKU C APYToi 3JI0KaYeCTBEHHON
OITyXOJIbIO C METACTa30M B HAJMOYCUHHKE (HAIIpUMEp, paka JIETKOro).

VY nereit 1o roga AKP 6e3 BbIpa)keHHOW KIMHUYECKOW KapTHUHBI B BHJIE BUPHIM3AIMH MU
TEYEHHs] apTepuajIbHOW THUIEPTEH3UH M C HOPMAIbHBIM TOPMOHAIBHBIM (POHOM HEOOXOIMMO
muddepennmpoBats ¢ HeripooaacTomoii (HBJI), koTopas siBisieTcst caMoid 4acToi SKCTpaKpaHHATbHOU
COJIMJHON OMYXOJbIO y JE€TEH M MOAPOCTKOB U CaMOM 4acTOM OIyXOJIbIO HAAIIOYEYHUKOB [234]. V

JIETEN CTapIIero Bo3pacra ¢ TEUEHUEM apTEePUAIbHON TMIIEPTEH3UA U HOPMAJIBHBIM TOPMOHAJIBHBIM
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dbonoM muddepeHInaTbHYI0 ITUAarHOCTUKY cliefyeT mpoBoauth ¢ DX, xoTtopas sBisercs B 2%

CJIy4aeB IPUUYMHOM apTepUaIbHON FMIIEPTEH3UN Y AETEH U OAPOCTKOB [235].

2.1 ’Kago00LI M1 aHAMHE3

Kamobpl mamueHToB ¢ ropMoHaidbHO-akTUBHBIM ~AKP  ompenensitorcst  xapakTepom
CEKPETOPHOTO CHEKTPa OMYXOJIH:
® TUNEPKOPTULU3M: 0OmIasg ci1aboCTh, TOJOBHBIE OONH, TUCIIACTUYHOE (LEHTPHUIETAIHHOE)
OXKUpEHHE, apTepuanbHas TUIEPTCH3Us, MBIIMICYHAs] CJIa00CTh, MAaTPOHU3M, «KIUMAKTEPUUCCKHIA
rOpOUK», SPKHE IIUPOKUE CTPUH (TIEpeIHsIS OPIOIIHAs CTeHKa, Oepa, TTOIMBIIICYHbIE 00JIACTH U T.11.),
HapyLICHUS. MEHCTPYaIbHOTO LIUKJIA, CHUYKEHUE TTOJI0BOT0O BICUEHUS, CaxapHbIi AuadeT, u Ap.;
® TUNCPAHIPOTCHEMHS: Yy IKCHIIUH TUPCYTH3M, HApYyIIEHUS MEHCTPYAJIbHOTO IIUKJIA,
YBEJIMUYEHHUE KIUTOPA; MOBBIIIEHUE )KUPHOCTH U HEUYUCTOTA KOXKH;
® TUNEPICTPOTCHEMHUS: UMIIOTCHIIMS, TUHEKOMACTHS y MYKYHH, METPOPParduul y >KEHIIUH B
MIOCTMEHOTNAY3¢e;
®  TUNEPATbIOCTECPOHU3M: apTepuanbHas TUTEPTEH3HUS, HE KOppUTHpyeMast
MHOTOKOMIIOHCHTHOU Tepamnuei, MbIleyHas ci1abocCThb.
l'opmonansHO-HeakTHBHBIE AKP MOryT mposBIATBCS HECHEIM(PUUISCKHMH >Kanodamu Ha
TUCKOM(OPT/O0TBIO B )KUBOTE WU CIIMHE, OLTYIIEHUE MEPETIOTHEHHSI B )KUBOTE, HAIMYUE 00HEMHOTO
oOpa3oBaHUsI B OPIOIIHON MOJOCTH, OMPEAEIIEMOr0 CaMOCTOSATENBHO IPU OIIYTIBIBAHUHU KUBOTA.
B 10-15% Bcex cmyuyaeB mamueHTsl ¢ AKP He mpeabsBisioT xanod, B 3tom ciaydae AKP

NEPBHUYHO BBIABIISICTCA KaK MHIIUACHTAJIOMA.

2.2 OuzukajabHoe 00caeT0BAHUE

Hekoropeie mposiBnenuss AKP, oO0ycinoBieHHbIE  CUMITOMAaTHKOW  TOPMOHAJIBHOMN
TUIIEPTIPOIYKHH, MOTYT OBITh BBISIBJICHBI IPU (PU3UKATIBHOM oOcieaoBanuu (cM. pasaensl 1.6 u 2.1).
Onyxonb OONBIINX pPa3MEPOB B HEKOTOPBIX CIIydasx MOXKET OBITh OOHAapyXeHa NHalbHaTOPHO.

Knunnueckue nposiBineHns MoryT uMetb Metactassl AKP B meuenu, 1erkux, KOCTsX.

2.3 JIaGopaTopHbIe TMATHOCTHYECKHE HCCAe10BAHUS

e 2.3.1. PexomeHayeTcsi BCEM MalMeHTam > 18 J€T MpU BBISBICHUH ONMYXOJW HAANOYECUHHKA
pasmepomM Oosiee 1 cM B IEPBYIO OUYepeIb 1TA0OPaTOPHBIC UCCIACAOBAHUS JJI UCKITFOUCHUS WITH
MOATBEPKJICHNUS] TOPMOHAJIBLHOW aKTUBHOCTH OOpa30BaHMsI, KOTOpask MOKET IPOSIBISITHCS
TUIIEPKATEX0JIAMUHEMMUEH, AKTT -He3aBUCUMBIM ~ TUIIEPKOPTULIU3MOM, [IEPBUYHBIM

runepaibaocTeponusmom [8, 13, 16, 211].

18



YpoBenb yoenuTeabHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB

-5

KommenTtapuii. Cocracno cmamucmuke aymoncuti, pacnpoCmpaHeHHOCmy  CAY4atiHo
8bIAGIEHHBIX ONYXOjel HaonodeyHuka cocmaseiiem 6 cpedoHem — 0%. Huyudenmanomol
HaoONno4eyHuKos eviasnaomces y 4% nayuenmos, 06cned008anHvlx no uHomy nogooy. [17]. B éospacme
0o 30 nem unyudenmanoma ecmpeyaemcs npubauzumenvro y 0,2% obcredosanHuvlx, HO 8 epynne
nayuenmos cmapuie 70 nem wacmoma eozpacmaem 00 7%.

Yacmoma AKP cpeou unyuoenmanom Hegvicoxas. Tax, no oanuvim W.F. Young u coaem. [16],
yacmoma AKP oyenusanace uyms 6onee 4%. [pyeou ananuz [13] 6onvuwiozo uucia nayuenmos
npodemoncmpupogan pacnpocmpanennocms  AKP  cpeou unyuoewmanom He 6onee 1,9%.
Beposmuocmu evisisume AKP npu unyudenmanomax 3asucum om pazmepa, u oocmueaem 25% npu

pasmepe onyxonu ooavuie 6¢cm.

e 2.3.2. lccnegoBanne ropMOHAIBHON aKTUBHOCTH OITYXOJIM HAJIMOYEYHUKA PErJIaMEHTUPOBAHO

1 PEKOMEHYETCSl YUUTBHIBATh €T0 PE3yJbTaThl y KAXA0T0 MallMeHTa AJi MepUonepaioHHOro

BEJICHUS U IIJIAHUPOBAHUS JIEKApCTBEHHOM Tepanuu (8, 13, 18].

YpoBeHnb yoenuTeabHOCTH pekoMeHaauuii — C, ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB
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KommenTapuii. Omcymcmeue A6HbIX KIUHUYECKUX NPOSABLEHUL 20PMOHANLHOU AKMUGHOCTNU
He 2080pUmM 0 20PMOHANLHO He AKMUBHOU ONYXOAU — BO3MOMCHA CYOKIUHUYECKAS 20PMOHANbHAS
AKMUBHOCMb.

Hszeecmno maxoice, umo @X moeym npodyyuposame AKTI u e6vizeamv  KIUHUKY

eunepkopmuyusma. [19-22].

e 2.3.3.1 PexomeHayeTrcs BCEM MAIMEHTaM B3POCIIOIO BO3PACTa C BBISBIECHHOW OITYXOJbIO
HAJIMOYEYHUKA W TAIMEHTOB JETCKOro Bo3pacta ¢ mnoao3peHueM Ha AKP mnpoBoauTh
UCCIIEIOBaHNE YPOBHsI OOIIEro KOPTU30Ja B KPOBH B paHHME YTPEHHHE Yachl Ha (oHe
MOJaBJIAOMEro Tecta ¢ 1 Mr #ugexcamerazoHa** BHyTph ¢ 1enbio BbisBieHuss AKTI -
He3aBUCHUMOro runepkoprunuszMa [8, 19, 23]. Henoouenka Hanuuus runepkopTuiin3mMa (B ToM
qyclie CyOKIIMHUYECKOT0) CBsI3aHa C BBHICOKMM PHUCKOM Pa3BUTHUSA OCTPON HAANOYEUHUKOBOM
HEJ0CTaTOYHOCTH B MOCIICONEPAIIIOHHOM MEPHO/IE.

YpoBens yoenuteabHocTH pekoMeHaanuil — C, ypoBeHb 10CTOBEPHOCTH A0Ka3aTeIbCTB
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o 2.3.3.2. Ilpu oTcyTcTBHH (PU3UOTIOTHUECKOTO TTOIABJICHHS YPOBHS KOPTH30JI1a TTallueHTaM > 18

JIET U nmaluE€HTaM ACTCKOro BO3pacTa C BBISBJICHHOM OITYXOJIBKO HAAIIOYCYHHKA B Ka4YC€CTBC
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MOJATBEP)KIAIOIIET0  TEeCTa PeKOMeHAYyeTcsl  HCIOJIb30BaTh  HMCCIEAOBAHHWE  YPOBHS
aapeHOKopTUKOTponiHOro ropmoHa B kpoBu (AKTI') B yrpennue uacel (A09.05.067
HccnenoBanue ypoBHs aJpeHOKOPTUKOTPOIIHOTO TOpMOHa B KpoBH) [8, 13, 16, 18].
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KomMmeHTapuii: y 300posbix auy HazHauenue 2n0KOKOPMUKOUO08 npugooum K noodeieHuo
AKTI u cunmesa xopmusona. Ilpu masHayeHuu HUBKUX 003 CUHMEMUYECKO20 2IIOKOKOPMUKOUOA
Oexcamemasona™* y O0NbHbIX ¢ CUHOPOMOM IHOOCEHHO20 SUNEPKOPMUYUIMA 00020 2eHe3d, IMO20
nooasnenus He npoucxooum [24]. Ilooasnatowuii mecm nposooumcst ciedyrouwum oopasom. 1 me
#Hoexcamemasona™* enympo npunumaemcs medxcoy 23 u 24 yacamu, KOpmu30i usmepsaemcs 6 Kposu,
83motul ciedyiowum ympom mexcoy 8 u 9 uacamu. bonee svicokue 003wt (1,5 uiu 2 me) ne yayyuwarom
mounocms mecma [8, 25].

B kauecmese ouacnocmuuecko2o Kpumepus npeoNodceHO CUUmMamv noodeieHue YmpeHHe20
kopmu3zona meree 50 Hmowv/1 (ywyscmeumenvHocms bonee 95%) [18, 24, 25].

Cneyughuunocms noodasnsarowezo mecma npu NOpo208OM 3HaueHuu menee 50 HMOMb/1 He
npesviwiaem 80%. [[ns ymeHvuleHUA YUCIA TIOHCHONOIONCUMETbHBIX Pe3yIbMamos UCNOIb3Yemcs
onpeodenernue 6 ympenrue uacwl yposus AKTI. Ilooasnennsiii yposenv AKTI noomeepocoaem nanuvue
SUNEPKOPMUYUZMA )Y NAYUEHMO8 C ONYXOsAMU Haonodeunuxos [26]. Msmepenue AKTI ne sersemcs
MemoOOM NePEUYHOU OUASHOCMUKU, OOHAKO MOMMCEm CIYHCUMb NOOMBEPHCOAIOWUM NPUSHAKOM
CYOKIUHUYECKUX NPOSGTIeHUL 2UNEPKOPMUYUIMA 8 IMOTU 2pYNne NAYUeHmos.

Onyxonb Kopbl HAONOYEUHUKA, ABMOHOMHO NPOOYYUPYIOWA KOPMU3SOJL, AGNAeMCA NPUUUHOU
ampoghuu Kopvl KOHMpAAMeEPAIbLHO20 HaonoyeyHuka. Ilpu onumensHoM meyeHuu cunepropmuyusMa
803MOJICHA Heobpamumas ampogusa Kopvl, mpedyiowas ONUMENbHOU, UHO20Ad HONCUSHEHHOU
samecmumenvrou mepanuu [27].

Jluacnocmuxa cyOKIUHUYECKO20 2UNEPKOPMUYUIMA NPOBOOUMCSL Ol OYEHKU 803MONCHOCMU
B03HUKHOBEHUSI NOCEONEPAYUOHHOU OCMPOU HAONOYEYHUKOBOU HedocmamoyrHocmu. Knunuueckue
nposieieHus  HAONOYEYHUKOBOU  HeOOCMAMOYHOCMU  AGIAIOMCA  Hecneyuguyeckumu Ol
NOCNeoNnepayuoOHHO20 Nepuooa U 4acmo MUMUKPUPYIOM NOO Opyeue OCI0XCHEeHUsl (KpogomeueHue,
UHMOKCUKAYUsl, OCMpbulll UHGAPKmM Mmuokapoa u m.0.). Omcymcmeue annemumad, ciabocmeo,
MOWHOMA, YMEPEeHHAs] 2UNOMOHUS, 630YMUE HCUBOMA, BeuepHue 2eKMmuyeckue noobemvl
memnepamypul. Heceoespemenno pacnosuannvie u He KynuposauHle, 3mu KIUHUYECKUue nposieneHus

Mo2ym npusecmu K (pamaivHomy ucxooy [28].

e 2.3.4 PekoMeHayeTCsl BCEM B3pPOCJIBbIM MAIIMEHTAM C BBISIBICHHOMN OIMYXOJIbIO HAAIOYCUHUKA

POBOAMTH HCCIIEIOBaHUE YpOBHEH MeTaHeppuHa U HOpMeTaHeppuHAa B KpPOBU WIH B
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CyTOYHOW mopruu Mouu ¢ 1enbio uckimodeHus OXIYTIT (A09.05.133.001 Uccnenoanue

ypoBHs MeTaHe(puHOB B kpoBH, A09.05.133.002 UccrnenoBanue ypoBHs HOpMETaHE()PUHOB B

kpoBu) [8, 13, 29 - 31].

YpoBeHnb yoeauTeabHOCTH pekoMeHaauuii — C, ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB
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2.3.5. PexomeHnayercsi BceM JneTsM B Bo3pacte 0-18 neT mpu BBISBICHHH OOBEMHOIO
oOpa3oBaHusi B 00JacTH HaANOYEeYHHUKOB i uckmoueHuss HBJI ouenuBaths ypoBeHb
OIIyXOJIEBBIX MapkepoB: Jaktaraeruaporenassl (JIJII), dhepputnna, HelipoHCcIenUpHIECKOM
sHonmazel  (HCE) B  mmasme kpoBu  (A09.05.039  Ompenenenue  aKTUBHOCTH
naktaTaeruaporesassl B kpoBu, A09.05.076 VccnenoBanue ypoBHs (eppUTHHA B KPOBH,

A09.05.246 NccnenoBanue ypoBHs HelipoHcTienn(uIeckoil eHonasbl B Kposu) [234, 236];

YpoBens yoenuTeabHocTH pekoMeHaanuil — C, ypoBeHb 10CTOBEPHOCTH A0Ka3aTeIbCTB

4.

Kommenrapuii: HbBJI ssnsiemcsa camou wacmou 310KA4ecCme8eHHOU 3IKCMPAKPAHUALIbHOU
CONUOHOL ONYXObI0 0EMCKO20 803pacma U camou 4acmou ONnyxoivl0 HAONOYEYHUKO8 )
oemeti [234]. Yuumuvisas evicokyio uacmomy ecmpeuaemocmu, HBJI ciedyem exnouams 6
ougppepenyuanvHulii psao onyxoiei HAONOYeUHUK08 y demell u noopocmkos [234, 236]. IIpu
HBJI ywacmo nabarooaemcs nosviwenue yposeus HCE, JI/[I" u ¢peppumuna 6 niazme Kposu, 8
CBA3U ¢ YeM HeoOX00UMa OYeHKAa NOCAeOHUX, MAKHCe NPU BOZMONCHOCIU NPOBECU OYEHK)
VPOBHA — Memabonumos  KamexoiamuHos  (6anuruimunoanvuas — kucioma — (BMK),
eomosanununosas kucioma (I'BK)) 6 moue. Ancopumm o6credoganusi u jaeyeHus npu
nooosperuu na HBJI noopobHo uznoxcensvl 8 KIUHUYECKUX PEKOMEHOAYUSX NO JIeYeHUI0 OAHHOU
Ho3zon02uu [236]. @eoxpomoyumoma/napasaneuioma eCmpedaemcs Kpaite peoko y oemell 8
0,2-0,5 cayuaeé na MULIUOH OeMCKO20 HACENeHUs, NPU 9MOM HAONOYEUHUKOBAS IOKAIUZAYUSL
(DX) scmpeuaemcs 6 85% cnyuaes [237]. B 80% DX y oemeil sagn1emcs (hyHKYUOHATbHOU UTU
cekpemupyowel U NpoAGNAemcs 6 uoe apmepuanvHou cunepmenzuu. I unepnpooykyus
KamexonamuHo8 JiedCum 8 OCHOGe KIUHUYECKOU Kapmuuvl U ouacHocmuxku DX memodom
onpeoenerus (ppaKyuoOHUPOBAHHBIX MemanedpuHos/ HOpMemanedpuHos 8 Moue
(A09.28.034.001, A09.28.034.002) unu 6 nnazme xposu (A09.05.133.001, A09.05.133.002)
[235].
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e 2.3.6 Pekomenayercsi BCEM B3POCIIBIM MAIMEHTaM C OMYXOJIbIO HAAMOYEYHHUKA MPU HAJTUYUU
apTepHaIbHON TUIEPTEH3UH TMPOBOJIUTH OINpEACNCHNE COOTHOIICHUS MEXAY YpPOBHEM
albJAOCTEPOHA W AKTUBHOCTBIO PEHHMHA IUIa3Mbl KPOBU ISl HCKIIIOUEHHUS TEPBUYHOTO
runepanbaocteponnsMa  (A09.05.069 HccnenoBaHue ypoOBHS albJOCTEPOHA B  KPOBH,
A09.05.121 HccnenoBanue ypoBHs peHUHA B KpoBH) [8, 32, 33].

YpoBeHnb yoeauTeabHOCTH pekoMeHaauuii — C, ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB
-5
KommeHnTapuii. Arcopumm obcredosanus npu nepsuuHOM 2unepaibO0cmeporHu3me noOpoOHO

UBTOJICEH 8 KIUHUYECKUX PeKOMEHOAYUsX No OUASHOCMUKe U JleYeHUut0 0anHol Hozono2uu [32, 34].

e 2.3.7 PexomeHayeTrcsi BCEM B3pOCJbIM MAIMEHTaM C OIYXOJIbIO HAANOYEYHUKA TMIPH
KJIMHUYECKOM TMOJO3PEHUH Ha HW30JIMPOBAaHHYIO WM COYETaHHYIO C TUIEPKOPTUIIUZMOM
OITYXOJIEBYIO TUIEPIPOAYKLHIO MOJOBBIX TOPMOHOB MPOBOAUTH KOMIUIEKCHOE ONpeiesieHue
KOHIICHTPAllMU CTEPOUJHBIX TOPMOHOB B KpPOBH:  JIETHIIPOSIHUAHAPOCTEPOHA Cyib(ara
(A09.05.149 HccnemoBaHue YpOBHS JETHIPOIMUAHAPOCTEPOHA cyibdaTa B KpoBH), 17-
ruapokcunporectepona (A09.05.139 HccnemoBanune ypoBHs 17-THUIPOKCHUIIPOTECTEPOHA B
KpoBu), auapocteHauoHa (A09.05.146 VccnenoBanuwe ypoBHS aHAPOCTEHIWOHA B KPOBH),
oOmero TecroctepoHna y skeHIuH (A09.05.078 UccnenoBanue ypoBHs 00IIEr0 TECTOCTEPOHA B
KpPOBH), OOIIIETO 3CTPANOIa Y MYKUMH | KeHITUH B MeHomay3e (A09.05.154 MccnenoBanue
YpOBHsI O0IIETo 3cTpaauoina B  KpoBH), 11-  nme3okcukoptukoctepoHa (A09.05.141
UccnenoBanue ypoBHs 1 1-1€30KCHKOPTHKOCTEPOHA B KpOBH) [8].

YpoBeHnb y0eauteabHoCcTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH /10Ka3aTe/IbCTB
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Kommenrtapuii. Couemannas asmonomnas 2unepnpooykyus aHOpPO2EHO8 U KOPMU301d Y
nayueHmos 000e20 Noid, cekpeyusi npeouecmeeHHUKO8 CMepoudos UlU 3CMpaouona y
MYAHCUUH 2080PAM 8 NONL3Y OuacHo3a AKP. YmepenHno evipasxcenubill, OnumenbHbulll cUpcymusm
Ha one eunepamopoceHeMuu y JHCEHWUH OOee BepPOAMHO 00YCl06IeH CUHOPOMOM
NONUKUCTO3HBIX AUYHUKOS UTU HEKAACCUYECKOU (DOPMOLL 8POAHCOEHHOU OUCHYHKYUU KOPbl

Haonouyeunuxos [35].

e 2.3.8. Pekomenayercst BceM aeTsiMm B Bo3pacte 0-18 ner ¢ momo3penuem Ha AKP mpu
WHUIMAIBHON JHATHOCTUKE M B MIPOIIECCE MPOBEACHUS CIEIM(PUIESCKOTO JICUCHHUS IIPOBOTUTH
orpeziefieHue KOHIEHTPAMU CTEPOUAHBIX TOPMOHOB B KPOBH: AETHUAPOINHAHIPOCTEPOHA
cynbdata (A09.05.149 VccnenoBanre ypoBHS ACTHIPOINHAHAPOCTEPOHA Cyib(aTa B KPOBH),

17-runpoxcunporecrepona (A09.05.139 HccnenoBanuie ypoBHs 17-rugpoKCUIIpOrecTepoHa B
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KpoBu), auapocteHauoHa (A09.05.146 VccnenoBanuwe ypoBHS aHAPOCTEHIWOHA B KPOBH),
tectoctepoHa (A09.05.078 MccnenoBanue ypoBHS OOIIEro TECTOCTEPOHA B KPOBH), OOIIIETO
sctpanuona (A09.05.154 WccnemoBanue ypoBHs OOIIEro 3cTpaguoia B KpoBu), 11-
ne3okcukopTurocTepona (A09.05.141 HccnenoBanue ypoBHs 11-1€30KCHKOPTHKOCTEPOHA B
KpoBu) [233].

Yposens yoenuteabHoCcTH pekoMeHaanuil — C, ypoBeHb J10CTOBEPHOCTH J0KA3aTeJbCTB — S

2.4 UHCcTpYMEHTAJTbHLIE TMATHOCTHYECKHE HCCIeI0BAHUS

e 24.1. PexoMeHayeTcsi BCEM IMalMEHTaM C OIyXOJbIO HAAMOYEYHUKA IJIsl JAUArHOCTUKU
3JI0KAYECTBEHHOIO0  IOTEHUMaJla  OMYXOJM  IPOBECTHM  OLIEHKY  KOJMYECTBEHHBIX
JEHCUTOMETPHUYECKUX TOKazareneil mpu TtpexdasHoil KommbioTepHoit ToMorpaduu OpraHos
OpIOIIHOM  TOJIOCTH C BHYTPHBEHHBIM  OoiOCHBIM  KOHTpacTHpoBanueMm (A06.30.005.003
KOMHLIOTCpHaH TOMOI‘pa(l)I/Iﬂ OpraHoB 6pIOH.IHOfI IIOJIOCTH C BHYTPUBCHHBIM OOIIOCHBIM
KOHTPACTHPOBaHKEM) TIPU OTCYTCTBHH a0COTIOTHBIX IPOTUBOMOKa3aHuii K nmposeneHuto KT:

O IUIOTHOCTh TKAHEBOI'O KOMIIOHEHTA JI0 KOHTPAaCTUPOBaHUs (HaTUBHAs);

O TUIOTHOCTH B TKAHEBYIO (pa3y KOHTPACTUPOBAHMS (apTepHaibHas U BeHO3Has (a3b);

O IUIOTHOCTH B OTCpoueHHYIO (depe3 10 MHH. mocne BBeIEHHsS KOHTPAaCTHOTO CpeicTBa (aszy

KOHTpacTupoBaHus ((haza BEIMBIBaHHUs) (TOJIBKO JUIS B3POCIBIX MAMeHToB). [4, 8, 13, 36, 37].

Yposens yoeanTeapHocTH pekoMenaanmii — C, ypoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB — 5.

Kommenrapuii. /Ipu nonyuenuu evicoxou niomuocmu onyxoau no KT 6 namusuyro ¢a3zy,
3a0epaHcKU KOHMPACMHO20 Cpedcmea 8 OMCPOYEHHOU ¢haze — 310Ka4eCmeeHHbll NOMeHYUua
ONYXO0JIU OO0JINHCEH OYEHUBAMBCS, KAK 8bICOKUI. Pazmep onyxonu, kak eOuHCmeeH bl NoKa3amev,
He ABNIAeMCs NPUSHAKOM 310Kadyecmeennocmu. Ilpu smom uzeecmmuo, umo npu pasmepe onyxonu
4cm u 6onee, 25% uz Hux snoxawecmeenuvie, a maxdce donee wem 6 80% cnyuaes AKP npu
8blsABNIeHULU uMeem pasmep 6¢cm u bonvue [33].

bocamvie nunuoamu mranu (umerowue Huskyio naomumocmv npu KT) xapakmephvl 0ns
000poKauecmeeHHblX a0eHoM Kopbl Haonoueynuxa. Ilpu smom, oxono 25% adenom mozym He
UMemb HU3KOU HAMUBHOU NJIOMHOCMU, MAK HA3bI8AEMble A0EHOMbL HUZKUM COOEPHCAHUEM HCUPA.
Oonako npu adeHomax Hab1oaemcst HbICMpoe BLIMbIBAHUE KOHMPACMHO20 CPeOCmEd U3 MKAHU
(6onee uem na 50% uepesz 10mun.), 8 mo 6pems Kax 310Ka4ecmeeHHvle ONYXoau HA0ONOYeYHUKO8
uMerom meHOeHYUIO K 3a0epiHcKe KOHmpacmuozo cpedcmea. Ilpoyenm abcontomnozo eblmbl8anus

KoOHmpacmuozo cpeocmea no gopmyne [(HU nopm. ¢asza) - (HU omcp. 15m)] / [(HU nopm.
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¢asza) - (HU nam. ¢asa)] x 100 ona 310kavecmeennvix onyxoneti cocmasisiem oonvute 60% u
omuocumenbHo2o evimvleanus no gopmyne [(HU nopm. ¢asa) - (HU omcep.15m)] / (HU nopm.
gaza) x 100 — 601vuie 40%.

Huskas (menee 10—15 HU) namusnas niomnocms mxkaregoco komnonenma npu KT unu 6vicmpoe
CHUDICEHUE NIOMHOCMU NOCIe 8HYMPUBEHHO20 KOHMPACMUpo8aHus Hexapaxkmephvl onsi AKP,
memacmazos u OXL/IIT.

s oupppepenyuanvroti ouacnocmuxu HBJI, @XL/III" u AKP npumensitomcs opyaue memoosl
nyuegoll  Ouaenocmuku  cyunmuepagus ¢ [P (407.30.039.001. Cyunmuepagus ¢
mymopomponuvimu P®PII 6 pescume "ece meno”), HNIT-KT ¢ 18F-JOIIA (407.30.043.01
To3umponnas SMUCCUOHHASL MOMO2PADUA COBMEWeHHAsI ¢ KOMNbIOMEPHOU momozpaguell ¢
mymopomponnoimu P®IT ¢ xonmpacmuposanuem) unu **Ga-DOTA-TATE / %Ga-DOTA-NOC
(407.30.043.01 IlosumponHas SMUCCUOHHASL MOMOSPAPUA COBMEUEHHAS C KOMNbIOMEPHOU
momoepaguett ¢ mymopomponuvimu P®Il ¢ koumpacmuposanuem)) u aabopamopHas
ouazHocmuxa.

MPT u Y31 ob1adarom 6bicoKotl 4y8CMEUMeNbHOCMbIO 8 BbIAGNIEHUU 310KAYEeCMEEHHbIX ONYX0Jiell
HAONOYEYHUKO8, OOHAKO CNeYUuQUYHOCMb MEemoo08 HUXdCce 68 CBA3U C OMCYMmCmeuem
00UenpUHAMbIX YeMKUX 0ObEKMUBHBIX NOKA3amelell.

Memacmamuueckoe nopasiceHue 00AHCHO ObIMb UCKTIOUEHO/NOOMBEPIHCOEHO 8 NEPBYIO 0Yepeddb
nayueHmos ¢  AHAMHe30M  OHKOJlo2uyeckoeo  3abonesanus.  Takoce,  6eposmHOCMb
Memacmamuiecko20  NOpPaXCenus paccMampusaemcsi npu — 08YCMOPOHHEM  NOPANCEHUU
HAONOYEYHUKOB, OCODEHHO NPU OMCYMCMBUU SAIEHUL 20PMOHANbHOL AKMUBHOCMU, NPU HATUYUL
KT-npusnakoe, xapaxmepmnvix 01a memacmazos. llayuenmvi ¢ NOOOOHBIMU NOPAAHCEHUAMU
O00JIICHBL  NPOXOOUMb  HeoOX00umoe o00ciedo8anue ONsl UCKIIOUeHUsT PACHPOCPAHEHHO20

ONYXx0/1e6020 npoyecca (8 nepsyro ouepedb paKa i1ecko2o, HceayoKd, KOIOPeKMalbHO20 paKa).

2.4.2. PexoMeHayeTcsl TalMEHTaM C MOJO3PEHUEM Ha OMYyXOJb HAANOYEHYHUMKA U HAJIUYHUEM
MpoTUBOMNOKa3aHui K BbioaHEeHHI0 KT ¢ KoHTpacTHhIM ycwieHueMm mnpoBectd MPT opranos
opromrHOi mostocTu (OBII) 1 3a0prOIMMHHOTO MPOCTPAHCTBA B paMKaxX MEPBUYHON TUATHOCTHKHU

[4,8,9].
YpoBeHb yOeaAUTEIbHOCTH peKoMeHAaunil — B, ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 2.

Kommenrtapuii. MPT o6radaem 6blcOKOU 4y8CMBUMENbHOCIbIO 8 6biGIeHUU ONnyXxoJell
HAONO4eYHUKO8 OYeHKU PACHPOCMPAHEHHOCIU NPOYeccd, 8 MOM HUCTe NOPANCEHUS. CMENHCHBIX
cmpykmyp. Oonako cneyughuunocmos memooos sHauumenvro Hudxce KT 6 cesasu ¢ omcymemauem

00wenpuHsaImelix 00eKmugHwvIX noxazameinetl [9].
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2.4.3. PekoMeHayeTcsi B3POCIBIM MAllUEHTaAM C OIYXOJIbIO HAJAMOYEUYHUKA HEOIPEIEIECHHOTO
3JI0KAYeCTBEHHOTO0 moTeHnuana 1mo gaHHeiM KT (pasmep mo 4 cM, ¢ BBICOKOW HaTUBHOM
wioTHOCThIO Oosee 10-15 en. H wmnam Mo3aMyHON IJIOTHOCTBIO) BBINOJHUTH MO3UTPOHHYIO
AMUCCHOHHYIO ToMmorpaduio ¢ Dmynesokcurirokozoit [18F] (A07.30.043.01 Ilo3utponHas
SMHUCCHOHHAs TOMOrpadusi COBMEIICHHAs: ¢ KOMIbIOTEPHON ToMorpadueil ¢ TYMOPOTPOIHBIMU
P®II ¢ KOHTpPAaCTHPOBAHNEM), COBMELIECHHYIO C KOMIBIOTEpHOH ToMorpadueit (S®IT-TIDT/KT).
Bricokas metabonuyeckas aktuBHOCTH (SUV Oonee 3,5 wiu B 1,5 pa3a 6onbme SUV neueHn)
SBIIICTCS. KPUTEPUEM, IMO3BOJISIIONIMM C BBICOKOM CTEMEHBIO BEPOSTHOCTH MPEIINOJaraTh

3JI0KQYECTBEHHYIO MpUpoy omyxosu [37-40].
YpoBeHb yoeauTeabHOCTH pekoMeHaauuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3ATEJILCTB — 5.

2.4.3.1 Pexomennyercsi aersaMm B Bo3pacte 0-18 ner npu nonoszpenuu Ha AKP BbInmosHHTH
MMO3UTPOHHYIO AMUCCHOHHYIO ToMmorpaduio ¢ dDaynesokcurmokozor [18F] (A07.30.043.01
[To3utrpoHHas SMHUCCHOHHAs ToMorpagusi, COBMEUICHHAs C KOMIIBIOTEPHOH ToMmorpaduen c
TymopoTponHbiMU POII ¢ KOHTpacTUpOBaHHEM), COBMEIICHHYIO ¢ KOMITBIOTEPHOI ToMOrpadueit
(8®IT-IIDT/KT) 1 KOMIBIOTEPHYIO TOMOTpadui0 OPraHoOB IPYHOM MOJOCTH C BHYTPHBEHHBIM

6omocHbIM KOoHTpacTupoBanueM (A06.09.005.002) [244].

Yposens yoeanTeabHocTH pexkoMenaanuii — C, ypoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB — 5.

KommenTapmii. /lpu nooospenuu Ha onyxonu Hetipoeennoco eenesa, exnouas HBJI y oemeti 6
sospacme 0-18 nem yenecoobpano evinonnenue cyunmuzpaguu c >*le pexcume ece meno,
BKIIOUASL NPOMOKO.IbL 00HOQOMOHHOU IMUCCUOHHOU KoMmnbiomepHot momozpaguu (ODPIKT)
unu OD@IKT cosmewenuyio ¢ komnviomeprou momoepaghueti (ODPIKT/KT) ( A07.30.041.001
OonogomonHnas IMUCCUOHHAST KOMNLIOMEPHASL MOMO2PAUsl, COBMEUeHHAs. ¢ KOMNbIOMEPHOL
momoepagueti ¢  mymopomponHvimu P®DII ¢ xoumpacmuposanuem) [239]. Ancopumm
obcneoosanusi npu HBJI noopobHo uznodicen 8 KIUHUYECKUX PEKOMEHOayusx no OUacHOCmuKe u

Jle4eHUr0 OAHHOU HO30/I02UM.

2.4.3.2 PexoMeHayeTCHi B3POCJbIM IMAallMEHTaM C OMNYXOJb) HAAMNOYEYHUKA C BBICOKUM
3JI0Ka4e€CTBEHHBIM MoTeHIHaioM 1o gaHHeiM KT (pasmep Oosee 4 cM ¢ BBICOKOH HAaTHBHOU
IUIOTHOCTBIO, MPU3HAKAMU MHBA3UH) BBIMOJHUTH MO3UTPOHHYIO AMHCCHOHHYIO TOMOTrpaduio ¢
Onyne3okcuriaroko30i [18F|mwmu, KoMIbIOTEpHYI0 TOMOTrpadui0 OPraHoOB TPYIHOHN TOJIOCTU C

BHYTPUBEHHbIM OONIIOCHBIM  KOHTpacTHpoBanueM (A06.09.005.002) u  KOMIBIOTEPHYIO
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ToMOTpaduio OpraHoB OPIONIHOM IMOJOCTH C BHYTPUBEHHBIM OOJFOCHBIM KOHTPACTHPOBAHHEM

(A06.30.005.003) nnst onpenieneHus: pacnpoCTPaAaHEHHOCTH OIyXOJIEBOT0 Ipotiecca [8].

Yposens yoeanTeapbHocTH pekoMenaanmii — C, ypoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB — 5.
KommenTapmii. B ciyuae nooospenus na AKP unu memacmasel npu 20pMOHAIbHO-HEAKMUBHBIX
KT-nnomnuvix obpazosanusx manozco pasmepa (Hanpumep, 00 4 cM) NOKA3AHO NPOBeOeHUe
[T03UTPOHHYIO IMHUCCHOHHYIO TOMOTpauio COBMEIIEHHAsi ¢ KOMIBIOTEPHON ToMorpaduen c
TyMopoTponHbIMU PDII max kax memoo nozeonsem onpedenumos memaboruyecKkyto akmueHoCmy
obpazosanus. Eciu onpedensemviii npu 5mom ucciedosanuu Hakonumenvuuiti kpumepuii SUV
(standartised uptake value) 6onee 3,5 (unu 6onvwe, uem SUV nevenu 1,5 paza), mo éeposimuocms

310KaYecmeenHo20 nopadcenus npesviuiaem 80% [37-41].

2.4.4. Pexomenayercsi BoimonHeHue CruHTHTpaduu kocteil Bcero tema (A07.03.001.001)
(Tonmpko asns B3pocibix nanuenToB); KT nau MPT ronoBHoro mosra (1y1st malli€HTOB B3pOCIIOTO
Y JISTCKOT'O BO3pacTa), MpH MOJ03PEHUH Ha MX MeTacTaThudecKkoe mopaxenue [4, 8, 13, 244].

YpoBeHb yoeauTeabHOCTH pekoMeHaauuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3ATEeJILCTB — 5.

2.4.5. He pexoMeHayeTCsl pYTHHHOE BBITIOJTHEHUE TYHKITMOHHON OMOTICHY (TOHKOUTOJIFHOM WITH
TpenaH-OMONICHK)  OMYyXOJIM  HaATNOYeYHWKa g Mopdosjornueckord  BepudHUKAIUH.
WNupopMaTUBHOCTD TaHHOTO MeToJa HU3Kas Uil AudQepeHnnanbHOi JUarHOCTUKH OIMyXOJeH
Ha/IMOYEYHUKOB. BHOTICHS OMyX0/IM HaAlOYeYHNKa MOXKET OBITh pEKOMEHIOBaHa:
e npu OOOCHOBAaHHOM IIOJIO3PEHHMH HA METAcTaTHYECKOoe (BTOPUYHOE) IOpPaKEHUE
HAMOYCUHUKA;
® TIpu MOAO3peHUH Ha TuMdomnponudepaTHBHOE 3200JI€BaHNE;
e B ciy4yae HeomepabeIbHOI'0 METAaCTaTUYECKOTO OIMYXOJEBOTO Ipolecca MNepei HadaioM
JIEKapCTBEHHON IPOTUBOOIYX0JIEBOM Tepanui [8, 231, 244]. .
Yposens yoeanTeabHocTH pekoMenaanuii — C, ypoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB — 5.
KommenTapmii. Ilpu @X 6uoncus moscem ovimo nomenyuanvio onacra [8,13,42]. ¥V muoeux
oonbHblx Ouacnoz AKP eucmonoeuuecku ycmauaenueaemcsi moNbKo Nocle onepayuu Ha
ocnosanuu npogedennozo Ml X-uccnedosanus. CnedosamenvHo, Xupypeuueckas maKkmuxa
0CHOBbI8AEMCA HA OAHHBIX 00BEKMUBHBIX MEMO0008 UCCIe008AHUS, 8 CE5A3U C YeM NPABUIbHOE UX
HAa3HayeHue U uHmepnpemayus umerom pewarowee sHavenue. B ouggepenyuanvnom ouaznose
opeanHocneyu@uuHblX onyxoneu HAONOYEYHUKA NYHKYUOHHAS Ouoncus (mpenan-ouoncus uiu
MOHKOUSONIbHAA  ACNUPAYUOHHASA — OUONcus) He  umeem  OOKA3AHHBIX — NPEUMYUIECma,
accoyuupyemcs ¢ Hu3Kou 4y8cmeumenbHOCmvlo, CReyupuuHoCmvio, a maKice ¢ 6eposmHOCHbIO
OCJIOJICHEHUL, 8 MOM Yuclle UMNIAHMAYUOHHO20 Memacmasupoganus. [Iynkyuonnas o6uoncus
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NOKA3aHa Npu NOOO3PEHUU HA HEXOONCKUHCKVIO JUMPOMY C U30IUPOBAHHBIM NOPANCEHUEM
HaonoyeyHuxos. 3abonesanue ecmpedaemcs KpaiHe peoko, Xapakmepusyemcs 08YCMOPOHHUM
UHDUILMPAMUBHBIM NOPAdCEHUEM HAONOYEYHUKOS, ObICIPLIM MEeMNOM pOCma OnyxXonu, a
Maxoice KOCEEHHLIMU NPUSHAKAMU, NO3BONAIOUWUMY NO003PE8AMb  TUMPOMY, MAKUMU KAK
gblpasicenHvle a6leHus ooujell unmoxcuxkayuu, nogviuienue JI/II" 6 coieopomke kposu u m.o. Ilpu
opyaux 8apuanmax HAONOYEYHUKOBLIX ONYXOell Y 63DPOCAblX OUACHOCMUYECKds YeHHOCHb
npeoonepayuoHHou NYHKYUOHHOU OUONCUU HeYOOB81emEOPUMENbHA  (4Y8CMBUMENbHOCb  He
npesviuiaem 65%) [43].

YV oemeit npu nooospenuu na HbJI, kak naubonee uacmyro onyxonib HAONOYEHHUKA, NPU HATUYUU
['PI]  -nosumusnoii mecmmopacnpocmpanennotl  onyxonu uw/uiu  ONYXomu C  HAIUYUEM
OMOANIEHHBIX MEMACMA308, B03MOICHO BbINOIHEHUE ODUONCUU ONYXONU 8 YENAX MAKCUMATLHO
panneeo navana cucmemuou XT [236]. Aneopumm obcaedosanus u newenus npu HBJI noopoodono
U3TI0JHCEH 8 KIUHUYECKUX PEeKOMEHOAyUusax no OUacHOCMuKe U Je4eHulo OAHHOU Ho30102uu. Y
Odemetl npu nooospenuu Ha AKP Heo6X00umo npuoepicuéamscs npUeoeHHbIX 8blile NPUHYUNUOSG

6 OMHOULIEHUU 6bINOJIHEHUA I’ZyHKI/[MOHHOIZ ouoncuu.

2.5 Uuble nuarsocTuyeckre Mccjae10BaHus

2.5.1. I1aToJI0Or0aHATOMHYECKAS JUATHOCTHKA

e 2.5.1.1. PekoMeHayeTcsl BBINOJTHUTH MATOJIOrOAHATOMUYECKOE HMCCIIEIOBAHUE ONEPAIMOHHOTO
Matepuana (tabn. 7), BKIIOYAKONIEE OJHY W3 TMPHHATHIX CHUCTEM OaUTbHOW OIEHKU
3JI0KAYECTBEHHOTO TMOTEHIIMAJa OMYyXOJH, ¢ MPUMEHECHHEM UMMYHOTUCTOXUMUYECKIUX METO/IOB
(A08.22.002.002 [TaTonoro-
AHATOMHUYECKOE MCCIICIOBAaHNE OMOTICUITHOTO (OTepaIliMOHHOT0) MaTepralia TKaHeH YIaJICHHOTO
HOBOOOPA30BaHUS KeJle3 BHYTPEHHEH CEKpeIrH ¢ MPUMEHEHUEM UMMYHOTHCTOXUMHUYECKUX MET
OJIOB) BCEM TMAaIMEHTaM C HOBOOOpPa30BaHHWEM HAINOYEYHHUKA C IENBI0 OIEHKA OpraHHON
MPUHAIJICKHOCTH OITYXOJIM U €€ 3JT0KaY€CTBEHHOT0 oTeHInana [2, 44].

YpoBeHnb yoenuTebHOCTH pekoMenaanuii — C, ypoBeHb J10CTOBEPHOCTH J0KA3aTEJIbCTB —

S.

Tadbouma 7. Cxema mNpoOTOKOJA HCCJIEI0OBAHMSA MaKpompenapara  omyxoJei

HaJAIMOYE€YHHKA
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1. XapakTtep npHCIIaHHOTO MaTepuaia (aHaTOMUYECKOe 0003HaYCHHE O0BEKTOB
OIIEpaIMOHHOTO Mpernapara)

Tun onepaunu

Tun onmyxonu

MaxkcumanbHbIN pa3Mep OIyXOJIH

Macca onyxosu

MHBa3us OIyXoiu B Kalcyily, OKPY>Karolue TKaHU, KPOBEHOCHBIE COCYIbI

R o

CreneHb NOTHOTHI PE3EKIMH U COCTOSHUE KpaeB pesekiuu. [Ipu oTcyrcTBrun
3JIEMEHTOB OIYXO0JIEBOI'O POCTA B KpasixX PE3eKUMH yKa3biBatoT 3HaueHue RO B pTNM-
CTaJIu!, IPU MUKPOCKOITMIECKON UICHTHU(PUKAIINU OITyXOJIH B Kpae pe3ekiuu — R1,
IIPU MaKpPOCKOMMYECKON HIeHTH(PHUKALINY OMyX0JH B Kpae pe3ekuuu — R2. Ilpu atom
BaYKHO YUUTHIBaTh, YTO R2-KpuTepuii mpuMeHseTcs TOJIbKO K HEMOCPEICTBEHHOMY
MIPUCYTCTBUIO OIYXOJIH B Kpae Pe3eKLUU U HE YKA3bIBAETCS, €CITU y3€J IOKPHIT
KaIcyJIoH U JIMIIb IPOCMATPUBAETCS C TOBEPXHOCTH.

8. CocrosHre TMM(}AaTHIECKUX Y3IIOB.

9. Twucrtonoruueckas BepudUKaus HATMYKS UM OTCYTCTBUS METaCTa30B.

Kommenrapum: /[uacnos KkapyuHomvl KOpbl HAONOYEUHUKOS OCHOBbIBAEMCS HA OOHAPYICEeHUU
UHBA3UBHO20 pocma (Hanpumep, UHBA3UlU 8 COCYObl, KANCYILY, MECMHOU MAKPOCKONUYECKOU UHBA3ULL),
NOBbILUEHHOU NPOIUDEPaAMUBHOU AKMUBHOCMU U COYEMAHUU YUMOLO2UYeCKUX U apXUumeKkmypHbulx
ocobennocmell [2].

Bo epemsa evipesku onepayuonnoco mamepuana Onyxoau HAONOYEYHUKA 6 psoe Clyuaes
yoaemcs npociedums Xo0 HAONOYEeUHUKOBOU eHbl, PACHOJIOHNCEHHOU YEHMPANTbHO 8 HAONOYeYHUKE
npu pacceyeHuu e2o nepneHOUKYIApHO NpoooabHOU ocu. brok mkanu ¢ éenoti cnedyem 3abpams 01
MUKPOCKONUYECKO20 UCCAe008AHUSI HA NpeoMem OOHAPYIHCEHUs BEHO3HOU UHBA3UU U HATUYUA
onyxonegozo mpomoa [45].

Ocoboe 6HUMAHUE HYICHO YOeIUumb OOHAPYHCEHUNO TUMPDAMUUECKUX V3108, KANCObLU U3
KOmopwvix  3a0upaemcs (A08.06.002.001 Ilatomoro-aHaTOMHYECKOE FWCCIENOBAaHUE OWOIICHHHOTO
(omepanoHHOr0) Marepuana TuMQoy3ia ¢ HPUMCHEHHEM HMMYHOTHCTOXHMUYECKHX METOnoB) [45] .
Cnedyem ommemums, 4mo NPUyoaieHuu HAONOYEUHUKA O0B0JbHO peOKO auMpamudeckue y3ibl
PACNOJI0dCeHbl HeNOCPEOCMBEHHO 8 OKPYICarowell Kiemyuamke u Mo2ym Oblmsb NPUCTIAHbL XUPYPSOM 8

8UOe OMOENbHBIX PPACMEHMO8.
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Ilpu  3HOOCKONUuecKUx — eMmewiamenbCmeax — npenapamevl — HAONOYEYHUKA  YaAcmo
(pazmenmuposansvl, 4mMo Modcem NpPUBeCmuU K 3AMPYOHEHUIM NpU MOPPOI02UYECKOl OYeHKe
Pazmepos onyxoneeozo y3id, 8PACMAHUSL ONYXOIU 8 KANCYLy HAONOYeUHUKd, KPOBEHOCHblE COCYObl,
NOJIHOYEeHHOCMU yoaneHus onyxoau u m.0. Dpasmenmapuoe yoanieHue HAONOYEHUHUKA Mpedyem
VKA3aHUSA  KIUHUYECKUMU CHeyuanucmamyu mOYHbIX pazmMepos U Xapakmepucmux Onyxou,
onpedenennvix npu oocreoosanuu nayuenma (MPT, MCKT, Y3H), a makoce 6 xo0e onepayuu.

IIpu gopmuposanuu 610K08 018 2UCMONOSUHECKOU NPOBOOKU ONYXOaU pasmepom 00 30 mm &
ouamempe OOMHCHLL 3aOUpamuvcs Ha ucciedosanue yeauxom [45]. B cayuae 6onee KpynHvix
o0bpazosanuil O10KU hopmupyromes uz paciema Kaxk MUHuUMym I 0onoaHumenvuulil 610K Ha Kaxcovle
Odonoanumensvuwvie 10 mm onyxoau.

Ilpu >mom opuenmayusi OIOKO8 OOJICHA YUUMBIBAMb HEOOXOOUMOCMb RHOCAedVioujell
MUKPOCKONUYECKOU OYEHKU He MOIbKO COOCMEEHHO MKAHU OnyXoau (HeKpo3vl, KUCMbL,
KPOBOUZNUAHUS), HO U OMHOUleHUe ONYXOolu K KPYHHLIM COCYOaM, OKpydcaoweu MmKaHu
HAONOYEeYHUKA, e20 KAncyne u OKpyHcarouwum mKaHam u opeanam [45].

Tucmonozuueckue npusHaku OObIYHO OYEHUBAIOMCA C NOMOWBIO O0OHO20 U3 HECKONbKUX
NPUHAMBIX MHO20QAKMOPHLIX aneopummos/oaiivrvlx cucmem [2, 44]. K num omuocamces wkana
Weiss, cucmema Lin-Weiss-Bisceglia, pemuxynunogviti arcopumm u cucmema Helsinki [6, 7, 46, 47].
Ha oannom smane nu oona uz cucmem me Oblia NPUHAHA YYECMEUMENbHOU UMY CNeYUPUYHOU 04
8CeX KIUHUYECKUX CUMYayuil.

Cucmema 6annvHol OyeHKU 3710KavecmeeHHo20 nomenyuana onyxonu Weiss, pazpabomannas
6 1984 200y (Weiss-wxana) [46] u moouduyuposannas ¢ 1989 [48], npodonsxicaem ucnonvzosamvcs

ons knaccugurayuu kraccuvecxkozo eapuanma AKP y e3pocivix [49, 50] (Taban. 8).

Kaoicovrit uz 9 kpumepues oyenusaemcs 6 1 oann. Ilpu nabope 3 6annos u 6onee no Weiss-
wiKane noomeepiHcOaencs 8blCOKULL 310KAUECMEEHHbIN NOMEHYUAL ONYXOMU U CMABUMCS OUACHO3
AKP.

C yyemom moeo, uymo OHKOYUMAPHbIE HOBOOOPA306AHUS COCMOAM U3 KIEMOK C
903UHODUTLHOU YUMONAAZMOLL, BbICOKUM SLOEPHBIM NOAUMOPOUIMOM U ROUMU 8ce20a ¢ OUhhy3HvIm
xapakmepom pocma, 8 ciyuae OUacHOCMUKU oHKoyumapHozo eapuanma AKP npumensemcs cucmema

Lin-Weiss-Bisceglia (Tab6xa. 9) [6].

Onxoyumapuwiii eéapuanm AKP ouacnocmupyemcsi npu HAuuu Kaxk MUHUMYM OOHO2O
«bonvuozo kpumepusy, onkoyumapHas AKA ¢ noepanuynvim 310Ka4ecmseHHbiM NHOMeEeHYUANOM — NpU
HAMUYUU KAk MUHUMYM OOHO20 «MQAl020 Kpumepusy, eciu Omcymcmeylom ece 0onvuiue u Mauvle

Kpumepuu, OHKOYUMAapHAs ONyXolb cuumaemcs 0odopoxavecmeennou. Cnedyem yyumuléamo, 4mo
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OHKOYUmMapHwvle Kiemku 00axcHbl cocmaesnams 6onee 90% niowaou onyxonu Onsi mo2o, 4moowl ee
MOXMCHO ObLIO paccmampugams KaK NOJTHOCMbIO («pure») OHKOYUMApPHOe HO8000pA306aHuUe KOpbl
HaonoueyHuxos. B npomuenom ciyuae HeoOXO0OUMO HPUMEHAMb Kpumepuu, UCHOab3yembvle OJisl
ouacnocmuxu kiaccuveckozo eapuanma AKP.

Muxcouonwiti  eapuanm AKP  xapakmepuzyemcsi Haiuuuem 6HEKIeMOYHO20 MYYUHA,
cocmasnawwe2o dboree 20% nnowaou onyxonu [2]. Muxcouonvie onyxonu maxdice omaudarOmcs
Hanuuuem MeKuxX UlU CPeoOHux no pasmepy MOHOMOPQHLIX KIemoK €O CA1abo uiu yMepemHo
8bIPANCEHHOU s0epHOU amunuel, HeOONbUUM KOIUYECMBOM ClA00I03UHOPUNLHOU YUMONIA3MbL
[51].

Capxomamouounwiti  eapuanm  AKP  xapaxkmepuzyemcs  nomepeu  KOPMUKATLHOU
oughghepenyuposku unu modxcem Oblms MO3AUUHBIM C HATUYUEM MUNUYHBIX OUddepenyuposantvix
yuacmkos [51].

Ilpu Oouacnocmuxe KiaccuuecKux, OHKOYUMAPHBLIX U MUKCOUOHBIX HOB8000pA308AHULL KODbL
HAONOYEYHUKO8 MAaKice MO2ym Oblmb UCHONb308AHbI PEMUKYIUHOSbIN areopumm [7] u cucmema
Helsinki [47]. B nepéom cnyuae 310KkauecmeenHblii Xapakmep HO8000pa308aHUus NOOMEEPHCOAencs,
K020a Hapyuienue Op2anu3ayuy pemuKyIUHOBbIX B0JIOKOH, BblAGIEHHOe NPU UMAPESHAYUU CONAMU
cepebpa (2ucmoxumuyeckoe Uccied08anue), couemaemcs ¢ OOHUM U3 ciedyruwux napamempos. (1)
Konuyecmeo mumoszos > 5 na 10 mm2 (50 noneii 3penus npu yseauuenuu muxpockona x400), (2)
Haiuyue Onyxoneeoeo Hekposza uau (3) uueazus cocyoos (ameuounsasus). Cucmema Helsinki
bazupyemcs Ha npUMeHeHUU napamempos cucmemol Weiss, ucnonb3yem nouiazosbslii pecpecCuoHHblll
ananuz u npeonazaem ciedyrwyio gopmyry: 3 X (mumomuueckasa akmugnocms >5/50 HPF) + 5 %
(Hanuyue onyxoneeo2o Hekposa) + ypoeenv nponughepamusnou akmuenocmu no Ki-67. Cymma
napamempog 6onee 8,5 accoyuupyemcsi ¢ BbICOKUM MemAacmamuieckum HOMEeHYUuaiom u
HeO1a2onpusmHuuiM npoeHo3om (coomseemcmeyem AKP).

Bonvwuncmseo cmanoapmuvix cucmem Kpumepuesd oyeHku OvLiu paspabomanvl ¢ yyacmuem
Mamepuana UCKIIOYUMENbHO B3POCIbIX Nayuenmos. Hx ucnoiv3osanue ¢ yenvio oOnpeoenenus
3710KAYECMBEHHO20 NOMEHYUANa Neouampuieckux aopeHOKOPMUKAIbHbIX ONYXoiel Npusooum K
eunepouacnocmuxe  AKP  [52].  na  onpedenenus — 310KAYeCMBEHHO20  NOMEHYUANA
A0pPeHOKOPMUKANbHBIX onyxolel y Oemetl npumensiomces kpumepuu Wieneke/Armed Forces Institute

of Pathology (AFIP) (Tabx. 10) [53].

o 2.5.1.2. Pexomenayercsi OnpenencHue WHACKCA MPOTH(PEPATHBHON aKTUBHOCTH SKCIPECCHH

Ki-67 MMMyHOTHCTOXMMHUYECKUM METOJAOM W MHUTOTHYECKOW AKTMBHOCTH TMAallMCHTaM TPHU
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HaJIMYUU COOTBETCTBYIOUIMX TMCTOJIOTUYECKUX MPU3HAKOB U ¢ mojo3penneM Ha AKP ¢ nenbio
MNOATBCPIKACHUA 3JIOKAYCCTBCHHOT'O MMOTCHIIMAJIA OITYXOJIN U HpOFHOCTH‘-IGCKOfI CTpaTI/I(I)I/IKaLII/II/I
[2, 44].

YpoBeHnb yoenuTebHOCTH pekoMenaanuii — C, ypoBeHb J10CTOBEPHOCTH J0KA3aTeJIbCTB —

5.

Kommenrtapuu: AKP sgnsiemcs 310KauecmeenHol Onyxovio, ynpasisemou npoaugepayuetl,
Umo noomeepAHcOaemcs MHOOUUCTIEHHbIMU 2eHOMHBIMU Uccaedosanuamu. Iloomomy oyenka
nponughepamuHoll akKMmuHOCMU ¢ NOMOWbIO NOOCYemd MUmMO308 U onpedeieHue UHOeKcd
nponughepamugnoli axmuenocmu kcnpeccuu  Ki-67 uUMMYHOLUCOXUMUYECKUM MemoO0oM
SABNACMCS BANCHBIM DMANOM OUACHOCMUKU U Onpedeienust npoeHosa [2, 44, 54, 55].

Buicokas mumomuueckas akmusHocms, onpedensemas Kak >35 mumoszos Ha 10 mm2 (50 noneii
3penusi npu yeeauuenuu muxpockona x400), saéngemca uyacmvlo 6cex OUASHOCMUYECKUX
ancopummos. Konuuecmeo mumosoe noocuumseieaemcsi 6 yuacmkax ¢ Haubonvuiel
niomuocmoto, maxk kax ¢ AKP moocem Habniodamvcs nponugepamusHas cemepo2enHocmb.
Obnezuumsv udeHmMupuUKayuro MUMmomu4eckux Quayp 8 onyxoisax ¢ HU3KOU MUMOMUYECKOU
AKMUBHOCTNBIO MOMCEM UMMYHOUCMOXUMUYecKoe okpawusanue gocgozucmonom H3 [56].
Baoicuvim kpumepuem agnsaiomes maxoce amunuyHvle ueypvl MUmMo3sa, Komopbwie yKazol8aom
Ha AHOMAIbHOE cooepacanue XPOMOCOM (aneyniououro). Knaccugpurayus
A0peHoKOpMuUKaIbHuIX Kapyurom Ha low-grade (<20 mumo3zos na 10 mm2) u high-grade (>20
Mumo306 na 10 mm2) umeem npoecHocmudeckoe 3HaueHue.

B coomsemcmeuu c pezynomamamu MHO20YUCTIEHHBIX UCCAE008aHULL O OOILUUHCMEA
A0PEHOKOPMUKATILHBIX KAPYUHOM XapakmepHo 3HadeHue unoexca mevernusi Ki-67 6onee 5% [2,
54]. Ki-67 aensemca maxoce  NPOCHOCMUYECKU — 3HAYUMBIM — mMapkepom  [54-57],
00yC1a81U8arOUUM He0OX0OUMOCb HAZHAYEHUS A0bIOBAHMHOU mepanuy Mumomarom** [58].
2.5.1.3. PexkoMeHayeTCs1 TTPOBEICHHE MATOJIOI0-aHATOMUYECKIO MCCIIEIOBAHUS OMOTICHITHOTO
(omepanoOHHOTO) Marepuaia TKAaHEW yIaJeHHOTO HOBOOOpa30BaHUS JKeJle3 BHYTPCHHEH
CEKpelrH C MPUMEHEHHEM MMMYHOTHCTOXMMUYECKHUX METOJOBBCEM MAIMEHTAM C OMYXOJBIO
HAAMOYEUHNKA, KPOME OYEBHIHBIX TOOPOKAYECTBEHHBIX aJeHOM it JuddepeHIHanbHOMI
JUArHOCTHKHU aJpEHOKOPTUKAILHOM OMYXOJIM U OMYXOJIM MHOTO THCTOTeHe3a, MOATBEPKACHUS
3JI0KQ4€CTBEHHOTO MOTEHIINAJIa OTTYXO0JIA U MTPOTHOCTHYECKOM cTpatudukanuu [2, 44, 58].
Yposens yoenutebHOCcTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB —
5.

Kommenrtapuu: Hosoobpazosanus Kopvl HAONOYEUHUKO8 IKCHPECCUpYIOm  MapKepbl,

cneyughuunvie 0ns cmepouonpooyyupyrowux xiemox. SF-1 u uneubumn-anvgha, a maxoice
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Mapkepbl, Xapakmephwie 0Jis ONYXoell Opyeux munos. meian-A, Kaibpemunut, CUHANmMoQu3uH
[58].

SF-1 umeem HaubonvLwiylo uyscmeumenbHocms u cneyugpuynocms [58], Opyeue maprepol
UMeom 2emepoeHHbIl MUNn peaKxmueHOCMU, IKCAPECCUPYIOMC MOIbKO 8 YACU CyYdaes U
Mo2ym Oblmb UCNOTL30BAHbI COBMECMHO 8 naueau mapkepos. Credyem yuumviéamo, 4mo
cunanmo@uzun U uHeUOUH-anba mozym  dKcnpeccuposamovci 6 DX, Dkcenpeccus
snumenuanbHblx  mapkepos  (yumoxepamun, EMA, CEA) o00vbiuno  omcymcmeyiom.
Hmmynoeucmoxumuyeckoe ucciedosanue ¢ aHMUMUMOXOHOPUATbHIMU aHMUmenamu, da
UMEHHO Hanudue CUIbHO20 Ou@dysHoco OKpAWUBaHUs 303UHODUILHOU  CPAHYISAPHOL
YUMONIa3mMbl, CHOCOOCMBYem UdeHMuUPUKayuy OHKOYUMapHou ouggpepenyuposxku onyxo.u.
High-grade kapyunomsl Kopbl HAONOYEUHUKOS U ONYXOIU C UHBAZUBHBIM POCHIOM YACMO He
npeocmasiaom OUACHOCMUYeCKUX mpyoHocmell, 00HAKO Oug@epenyuanrvHas OUaeHOCMUKa
low-grade onyxoneil, ocpaHuueHHbIX HAONOYEYHUKOM, U ONYXoiell ¢ a0eHOMONOOOOHLIMU

yuacmkamu Modxcem nompebo6amsv UCNONb308aHUS OONOJIHUMENbHBIX Ouomapkepos [55, 58,

59].

MOﬂeKyJZ}lprle uccnedo6anust He ucnoav3yomces 6 Kauecmee cmandapma KAUHUYECKOLL

npaxmuku [2].

e 25.1.4. PexkomeHayercsi  TATOJOr0-aHATOMUYECKOE  HCCIENOBAHUE  OHMOTIICHITHOTO
(ommepanOHHOTO) Marepuaja TKaHeHd YJaJIeHHOTO HOBOOOpa30BaHUS C MPUMEHEHHEM
MMMYHOTHCTOXMMHYECKAX METOJIOB, BKIIIOUAIONIEMY, KaK MHHHUMYM, CICIYIOIIUE aHHBIC:
WHBa3Wsl OMYXOJIM B KAlCYITy, OKpYKArOIINe TKaHU, KPOBEHOCHBIE COCY/IbI, CTENEHb TOTHOTHI
PE3EKIMU U COCTOSTHUE KPAeB PE3EKIINH, COCTOSIHUE TUM(PATUYECKUX Y3JI0B, KOJTUYECTBO OAIJIOB
M0 OJTHOM U3 MPUHATHIX CUCTEM OAJUIbHOW OLEHKU 3JI0KaYeCTBEHHOI'O MOTEHI[MAlla OMyXOJH,
MMMYHOTUCTOXMMHUYECKOE OKpalrnBanue anturenamu k SF-1, Xpomorpanuny A, Ki-67, onenka
WHJAEKca TponudepaTuBHOW aKTUBHOCTM M MHUTOTHYecKod akTuBHOCTH (A08.22.002.002
[Taronoro-

AHATOMHUYECKOE MCCIICIOBAHNE OMOTICUITHOTO (OTIepallMOHHOT0) MaTepraja TKaHeH yIaJeHHOT
0 HOBOOOPA30BaHUS JKeJe3 BHYTPEHHEN CEKpEelH ¢ IPUMEHEHHEM HMMYHOTHCTOXUMHYECKUX
METOZIOB) BCEM IallMEHTaM C HOBOOOpPA30BAaHMEM HAJMOYEUHUKA C IIENbI0 YCTAHOBJICHUS
nuarnoza AKP u onpenenenus npor1os3a y naiueHTos [3].
YpoBeHnb yoenuTeabHOCTH pekoMenaanuii — C, ypoBeHb J10CTOBEPHOCTH J0KA3aTeJIbCTB —
5.
Kommenrapum: Vcemanosnenue oOuacnosa AKP  mpebyem  mopghonozuveckozo  u

UMMYHOCUCMOXUMUYECKO20 nodmeepofcdeHu;z adpeuoxopmukaﬂbHozo cucmoeernesa u
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3/10Ka4eCmeeHHo20 nomeHyuana — ONYXOJU, Komopoe  O00blYHO  OCHOBblaemcsi  Hd
MYTbMUNAPAMEMPUYECKUX ATIOPUMMAX U PE3YTbMamax namoao2o-aHamomuiecko20 Uccieo08anus
ouonculino2co  (ONepayuoHHo20) Mamepuara mKaHel YOANeHHO20 HOB000PA306aAHUS  Jicelle3
BHYMPEHHelU CceKpeyuu ¢ HPUMEHEHUeM UMMYHO2UCoXumudyeckux memooos [2]. ITlomumo
ougppepenyuanvroii  ouacnocmuxu 6 namonocuu AKP e6o3nuxaem npobaema onpeodeneHus
NPOSHOCTNUYECKUX NAPAMEmpos, KOmMopvle MO2Ym Oblmb UCNOAb308aHbl Ol 6blbopa Hauboaee
agppexmusnoli mepanesmuueckou cmpameeuu. B nacmoawui momenm me cywecmeyem eouHou
noecemecmHo NPUHAHHOU cucmemsl 051 npoeHocmuyeckol cmpamuguxayuu AKP. [Ipoosunymas
cmaousi onyxoau, UOeHmupuKayus 1emMeHmo8 onyxouee020 pocma 6 Kpasx pe3ekyuu, cocyoucmas
uneasus, high-grade onyxonu, ewicoxue 3HaueHusi unoekca npoaugepayuu Ki-67, a makaice
HeKomopvle MOJNEKYAPHbIe XAPAKMEPUCMUKU — PACCMAMPUBAIOMCA 8 Kauecmee GadCHeUuuux
npoeHocmuyeckux gpakmopos [2].

IIpeononacaemcs, umo eapuabenvrocms npocrosza npu AKP obycrosnena e2o 6vlpasiceHHOU
Mopghonocuueckoll, NPoIUGepamusHol U MOIEKVIAPHOU cemepoceHHocmuio [60)].

B coomeemcmeuu ¢ nocareonumu oaunHvimu Ki-67 6Oonee 15% aensemcsa madedxcHvim
npeouKmopom Hebaaconpusmno2o ucxooa y nayuenmos ¢ AKP [55, 61].

Hmmynocucmoxumuueckue mapkepvl p53 u bema-kameHuH MOSYm UCHOIb308aMbCA NpU
cmpamugukayuu pucka 8 OJonoineHue K uHoexkcy Ki-67 u koauuwecmgy mumozos [58, 59].
MonexynapHuie ucciedo8anuss NOOYEPKHYIU NPOSHOCMUYECKYI0 YEHHOCMb OAHHbIX MAPKEPOs8, MAaK KaK
OONBUUHCTNGO AOPEHOKOPMUKAILHBIX KAPYUHOM, OMHOCAUUXCS K HeDIA2ONPUSIMHBIM MOAEKYIAPHbIM
Kiacmepam, Kaxk Npasuio, OeMOHCMPUPYIOM SO0epHYI0 IKChpeccuro Oema-KameHuwa u/unu
abeppanmuoe okpawusanue p33 (cunepaKcnpeccuss unu 2100aibHas Nomeps,).

Paccmampueaemcsa npumenenue ummynocucmoxumuveckoeo mapkepa MMR ons ckpununea
cayuaes AKP, accoyuuposanuvix ¢ cunopomom Jlunua [58, 59, 62]. Bvinio npednosxiceHo HecKoIbKo
NOMEHYUANbHBIX Npeduxmopos omeema Ha mumomarn** (nanpumep, RRM1 u CYP2W1) [63, 64], no
HU OOUH U3 HUX HA OAHHLIU MOMEHmM He Obll 8aIUOUPOBAH 0N UCHONb308AHUS 6 KIUHUYECKOU

npakmuke.

2.5.2 I'eHeTHYeCKOE TECTUPOBAHUE

e 25.2.1. PexoMeHayeTcsi BCeM IalMEHTaM B3POCIOTO0 BO3pacTa € BEPUPHUIIMPOBAHHBIM
nuarHo3oM AKP ¢ OTAromeHHbIM CEMEMHBIM aHAMHE30M MO PAa3JIUYHBIM 3JI0KAY€CTBEHHBIM
OMyXOJIIM  CTaHJIAPTHOE TreHeThyeckoe KoHcynbTupoBanue (IIpuem  Bpaua-reHeTHka

B01.006.001), Bkmrouaroiiee u3yueHue aHaMHe3a KU3HU, aHAMHe3a 3a00JIEBaHUS U CEMEHHOTO
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aHamHe3a, JJIs BBIABJICHUS WM UCKIIOYEHHs HACJIEACTBEHHOIO CHUHIPOMA, aCCOLMUPOBAHHOTO C

AKP [2, 8, 44, 212].

Yposens yoeanTeapbHocTH pekoMenaanmii — C, ypoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB — 5.
KommenTtapuii. Ceoespemennoe 6uvlasieHue 2epMuHamueHol Mymayuu U, COOMEEnCmeEeHHO,
OUACHOCMUKA HACAeOCMBEeHH020 cuHOpoma, exkmouaioueco AKP, nozeonsiom npozcrno3uposams
pazeumue Opy2ux acCOyuUpOBaHHbIX 3a00Ne6aHUll y NaAyuenma, a makice YeleHanpaeieHHO
06c1e006amy €20 KPOBHBIX POOCMBEHHUKOS.

THayuenmam ¢ AKP modcem 6vimob HA3HAYEH MOAEKVIAPHO-2EHEMUUEeCKUU CKPUHUHE HA npeoMem
gviaeneHus cunopomos Jlu-Opaymenu u Jlunua, komopwle ecmpeyaiomes 6 3-5% cayuaeé AKP u
umerom 00CmamoyHo paspabomarnuvie KIUHU4eCcKue peKkoMeHOayuu.

Pacnpocmpanennocmo eepmunamusnvix mymayuti de novo 6 eene TP53 oocmueaem 20-25% cpeou
8cex nayuenmos 83pocio20 803pacma ¢ abeppayuamu 6 OAHHOM 2eHe, Cl1e008amelbHO, y MAKUX
nayuenmos He Oyoem cemelinoco anwamuesa AKP unu Opyeux onyxoneiu. B cesazu ¢ smum
nPoOBOOUMCs.  MONIEKVIAPHO-2eHemuyeckoe ucciedosanue mymayuil 6 ceve TP53 6 Kkpoeu
(A27.05.048).

Cunopom Jlunua npucymcmeyem y 3-5% nayuenmos c¢ AKP. Eeo ouacnHocmuka modcem
NpPOBOOUMBCL NYyMeM HenocpeoCmEeHHO20 MONEKYIAPHO-2EHEMUYECKO20 UCCLe008AHUS 2E€HO8
MSH2, MLHI, PMS2, MSH6 u EPCAM (A27.05.049 MonexynapHo-eenemuueckoe ucciedosanie
mymayuti 8 eenax MLHI, MSH2, MSH6, PMS?2 6 kpogu) unu nymem umMmMyHOSUCHOXUMUYECKO2O
uccneoosanus ¢ aumumenamu x MSH2, MLHI, PMS2, MSH6 u oyenxku muxpocameiiumnou
HecmabuibHOCMU (408.30.040 Onpeodenenue Mymayuti 8
cenax MEHE MISHZ WISHO) BMS2 1.)1yHO2UCTOXUMUYECKUM MEMOOOM, ).

e 2.5.2.2. PexoMeHayeTcs BceM sieTsiM B Bo3pacte 0-18 ser ¢ BepuduuupoBanusiM nuarnozom AKP
HE3aBUCMMO OT CEMEMHOro aHaMHe3a TMPOBEJACHUE  CTAHJAPTHOTO  TIE€HETUYECKOIo
KOHCYJTBTUPOBAHUS, a TAK)KE MPOBEACHUE MOJICKYJISIPHO-TEHETHUECKOTO aHAJIN3a ISl BBISIBIICHHS
MaTOTCHHBIX TEePMUHATUBHBIX MyTanuii B reHe 7P53 (A27.05.048 MouekynsspHO-TEeHETHIECKOe
uccinenoBanre myrauuid B reHe TP53 B kpoBm), nockonvky 50-90% cnyyaes AKP B nmerckom
BO3pacTe HabmoaaeTcs B pamkax cunapoma Jlu-Opaymenu [44, 47, 65].

Yposens yoenuteabHocTH pekoMeHaanuii — C, ypoBeHb J10CTOBEPHOCTH J0KA3aTeJbCTB — S

3. JqueHne, BKJIIOYasd MCAUKAMCHTO3HYI0O U HCMCAUKAMCHTO3HYIO TEPAIIUH,
AUETOTEPAIINIO, 066360JII/IB3HI/IC, MEAUIMNHCKHUE ITOKA3aHUA U IIPOTHBOIIOKAa3aHUA

K IPUMECHCHHUIO METOA0B JICHCHUSA
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3.1 Xupypruueckoe jJedeHue

¢ 3.1 PexomeHayeTcsi MPOBECTH XUpyprudeckoe jeueHune 6oabHbIX ¢ AKP B crienmannzupoBanHOM
LIEHTPE, UMEIOIIEM B COCTaBE CIEAYIOIUX CIIEHUAINUCTOB B3POCIOr0 WM JETCKOTO MPOQUIIS:
Bpau-Xupypr, Bpad-OHKOJIOT, BPay-NaTOJIOrOaHATOM, BpPad-pEeHTI'CHOJIOT, Bpaud-paauosior |8,

231,244].

YpoBenb yoeauTeabHOCTH pekoMeHaauuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3ATEJILCTB — 5.
Kommenmapuit. Bpau-xupype, evinonuaowuii onepamusenoe emewamenvcmeo npu AKP 'y
B3pOCIIBIX MALIUEHTOB, 00IXCEH 001a0amb OnblMoM He MeHee 15 onepayuii Ha HAONOYEUHUKAX 6
200. YupeoicOeHue, 20e nposooumcs xupypeuveckoe jgedenue 6oabrHoco ¢ AKP, dondcho umems
ONnbIM Xupypeuu nedeHu, NooA*CeryOOUHOU Jicelesbl, COCYOUCMOL Xupypeuu, aubo umems
B03MOICHOCMb BKIIOYEHUS 8 ONEPAYUOHHYI0 Opueady coomseemcmsyowux cneyuaiucmos. Onvim
8paua-xupypea u 0o6vem nomMowy, oKa3vleaemou 8 OoabHUYe N0 OAHHOMY 3a00Je8anUIo, UMelom
GIUAHUE HA Pe3YbIMamyl JeYeHUss NPU MaKkux OHKOJL02UYeCKUX 3a0071e6aHUAX, KAK PAK NeyeHu,
nuwesooda, noodcenyoounou cenezol u mo. Ilpu adpenoxopmukanvbhom paxe uacmoma RO
pe3eKkyuu  gvluie 'y 8pavel-xupypeos, 001a0aruwux OONbWUM ONBIMOM XUPYpeuu paxa
Haonoveunuxa [8, 207].

e 3.1.1 Pexomenayercst BceM B3pocabsiM nanuentaM ¢ AKP [-III cranuu mo ENSAT u gersim B
Bozpacte 0-18 ner ¢ AKP I[-IV cragum no COG npu Bo3moxkHoctu RO-pesexuuu B
CHEIMaTU3UPOBAHHOM IIEHTPE MPOBECTH XUpyprudeckoe jeuenne. Oowvem onepanuu npu AKP —
TOTaJlbHAsl aJPEHAJPKTOMHUSI B TMpejAeNiaX 3J0pPOBbIX TKaHEW, 0e3 HapylleHHs LEJTOCTHOCTH
KalcyNbl OMyXOJId. BEBITIONHEHUE omepamnuii ¢ MOMBITKOH COXpaHEHWs TKaHW HAAMOYeUHUKA
HegomyctuMo. HeobxoauMoBceM ManueHTaM BBIMOJHUTH ONEPaTHBHOE MOCOOME B KpaTdaiiime
CPOKHU TIOCJIE MPOBEICHUS TOJHOLIEHHON TUarHOCTHKU M CTaJAUPOBAHMSI OMYXOJIEBOro IMpolecca
[8-10, 231, 244]

YpoBenb yoeauTeabHOCTH pekoMeHaauuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3ATEJILCTB — 5.
Kommenrtapmii. EouncmeenHbiM 603MONMCHbIM 8aPUAHMOM NOIHO20 usneyenuss npu AKP &
Hacmosiwee 8peMs A6AAemcs paouKkaibHoe xupypauieckoe emeuiamenscmeo (A16.22.004.001
OoHnocmopornHss AOpPEeHAIIKMOMUSL J1anapomomMHbIM docmynom, A16.28.064
Pacwupennas aopenansxmomus, unu aopeHardIKmomusi ¢ pe3ekyueli COCeOHUX OpeaHos) (cM.

marxaice [lpunosicenue A3 Tabn.16) [66].

e 3.1.2 PexomeHayercsi BCEM TMalUMEHTaM C KIMHUYECKMM WIH  MOP(OIOTHIECKU
Bepu(uuupoBHHBIM auarHo3oM AKP  BBINONHATE Xupypruyeckoe JeueHHe coOmroaas
CJICAYIOIINE IPUHIUIIbL:
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BBINIOJTHEHUE TOTAJIbHOM  aQJpPEHAJPKTOMUU B  Mpejeiax 3J0pPOBbIX TKaHel
(A16.22.004.001 OpHOCTOpPOHHSISI AAPEHATIKTOMHUSA JANAPOTOMHBIM  JIOCTYIIOM,
A16.22.015 Drpockonuyeckas aIpeHaIIKTOMUS OJHOCTOPOHHSIA);

COXpaHEHHE LETOCTHOCTHU KaIlCyJbl OIyXOJIH;

noctyn orepanuu npu AKP — mamapoTomHbIid (pa3nuyHbIe BUIBI JaNapOTOMHUHU WU
TOPAKOJIanapoTOMus);

BBITIOJIHEHUE aJPEHATIIKTOMUH C PE3EKIMEN COCETHBIX OPIaHOB IPU UHBA3UHU OITYXOJIH
B OKpYJKalolue opraHbl U CTPYKTYphI (A16.28.064 PacmmpeHHas aJIpeHaIIKTOMUS,
WIH aJpEHAJIPKTOMUS C PE3EKIMEN COCEHUX OPTaHOB);

BBHITIOJTHEHHUE MPSMON TPOMOAKTOMHHM M3 MaruCTpadbHBIX BEH W KaMep cepiaua MpH

OIyX0JIEBOM TpoMOo3e [67];

BBITIOJIHECHHUE JTUM(BATEHIKTOMUN 3a0PIOITMHHON PAaCIIMPEHHON B aOPTOKAaBAJILHOW 30HE W 30HE
BopoT noyku [8-10, 68 -72].

o [Ilayuenmam oemckozo eozpacma 0-18 nem npu nooospenuu na AKP I cmaduu no COG
PEKOMEHO08aHA OUONCUSL pecUOHAPHBIX TuMgamuueckux V3108, npu -1V cmaouu no COG
pecuonapHas aumgpadenskmomuu [231, 244 ;

Tayuenmul doemcxoeo o3pacma 0-18 nem ¢ uHUYUATILHO Hepe3eKMabeabHOU ONYX0abI0 ULU
C OCMAMOYHOU ONYXO0AbI0 NOCNe UHUYUATLHO20 XUPYPULECKO20 8MeUamenbCmea Mocym
ObIMb paccmompensl 8 Kauecmee KaHOUOAmo8 Ha Xupypeuieckoe eMeuamenbCcmeo nocie
2-4 kypcoe xumuomepanuu [231, 244];

TIlayuenmam oemckoeo eozpacma 0-18 rem npu AKP IV cmaouu no COG duazros modicem
ObIMb NOOMBEPIHCOEH HA OCHOBAHUU DUONCUU MEMACMAMUYECKUX 04208 ULU OMKPLIMOLL
buoncuu nepeudHOl ONYXouU NPU HEBO3MONCHOCU PAOUKATbHO20 Yyoaenus onyxoau [231,

244];

Yposens yoeauteabHoCcTH pekoMeHaanuil — C, ypoBeHb J10CTOBEPHOCTH J0KA3aTeJbCTB — 4.

Kommenrtapmii. Ocobennocmamu pocma onyxonu npu AKP u xupypeuueckux emewiamensbcmes

AeJAromcA Cﬂe()y;ou;ue:

UHBA3USL ONYXOBIO OKPYIHCAIOWUX OP2AHO8 U CMPYKMYP. NApaHeppaivHou K1emyamku, NouKu,

neuenu, ouagpaemvi, cenezeHKuU, N0OHCeIYOOUHOU JHcele3bl, KPYRHBIX COCYO08 (HUMNCHEU NOJIOU 6eHbl,

NOYeyHOll 8eHbl, BOPOMHOLL 8eHbl). Mecmuas pacnpocmpaneHHoCmb ONYXoau 00IHCHA OblMb OYeHeHa

00 onepayuu ons niaHuposarnus ee obvema. Hpu HEeoOX00UMOCIU BbINOJIHAIOM Ppe3EKYUU nederu,

I’lOdJICGJZyOOIlHOIZ acejiesvl, CNJI€HIKmMOMUAL. Yoanenue nouxu noxazano monvko npu uHeasuu CmpyKmyp
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sopom nouxu. llapanegpanvras xkiemuamrka O0OAHCHA YOANAMCA 00 VPOBHS 80POM NOUYKU 6 X0Oe
yoanenus Haonoveunuxa npu AKP.

J UMBA3USL HUJICHEU NOJNOU GeHb/NOYEUHOl 6eHbl, Komopas Habaoaemcs no OaHHbIM
aumepamypol om 5-7% 0o 30% cnyuaee AKP u mpebyem pesexyuu cocy0o8 8 pasHom obveme
(npooonbHas unu YupKyJIsapHas) ¢ nociedyruell ee 60CCMaHosieHuem il oes Hee.

. onyxoneguvlii. MpombO03 HUJICHEL NOAOU 6eHbl UNU NOYEYHOU 6eHbl (NpU J1e80CMOPOHHEM
noOpadiceHuu), NPOKCUMAIbHASL SPAHUYA KOMOPO2O MOdACem 00Cmueams 00 Npasvix 0moenos cepoyd.
V nayuenmog 6e3 omoaneHubix Memacmaszos NOKA3ana Npsamas mpoMOIKMOMUsL U3 MASUCTNPATbHBIX
8EH,  BO3MOJICHOCMb MPOMOIKMOMUU  CLeOYem PAcCMAmpueams maxdxce y NAYUueHmos ¢
OMOANEeHHbIMU Memacmazamu 6 6udy omcymcmeusi 3QhekmueHvlx cnocobo8 KoHCep8amueHo2o
JleYeHUsl U BbICOKO20 PUCKA JTEeMANbHbIX OCIONMCHEHUL meyeHuss 6oaes3Hu, 6 nepgyro ouepedv TOJIA u
onyxonegou smbonuu eemeell ie2ouHol apmepuu. lIpsamas mpomoOIKMoMuUs U3 MASUCMpAIbHbIX GeH
(A16.12.035) unu npedcepousi 8bINOIHAECMC KAK C UCKYCCMBEHHbIM KPOBOOOpaeHueM, maxk u oe3
He2o, 8 3a8UCUMOCIU OM YPOBHA mpombosa. Heobxooumo npednpunsams mepsvl no npoguiakmuxe
IMOONUU TIe20UHOU apmepuu onyxonegblmu maccamu. Heobxooumocms 60ccmano6ieHusi HUNCHel
MO0 8eHbl COCYOUCUM NPOMEZOM NOCIE MPOMOIKMOMUU, YACMO CONPOBOHCOAEMOU ee pe3eKyuell
(pesexyuss cocyoa), 6 MoOM uUcCie YUPKYIAPHOU, ONpeodesiemcs 6 3a8UCUMOCMU Om CmeneHu
Hapyuwlenus KpO8OMOKA NO Hell U pa3eumus KOJLIAMepalibH020 KPOBOMOKA, HA OCHOBAHUU
npeodonepayuoHHOU OYeHKU,

. Hapywenue xancynvl Oonyxoau 3HAYUMENTbHO NOBbIUAEN DUCK MECMHO20 peyuousd uiu
ouccemunayuu AKP. [Ipeyusuonnocmos manunyiayuil npu YOaieHUU ONYXOau SA6A1emcsi 0OHOU U3
KIIOUeBbIX 3a0ay Xupyped, Maxk KAk Hapyuienue yeloCmHOCMU Kancyibl NPUugooum K MeCmHOuU
ONnyxo/1e6oll Ouccemunayuu 0axce nocie 8vinoineHus gopmarvrio «R0O» pezexyuu [8, 73, 74].

J Ilpu AKP noxazano yoanenue pecuoOHApHbIX TUMPOY3I08 8 Cryyae ux Memacmamuyeckoeo
nopasiceHus: Ul NPU NOOO3PEeHUU Ha NOPAdHCeHUe NO KIUHUKO-UHCIMPYMEHMAalbHbiM OauHbim [43, 75].
Ipeumywecmsa numgpoouccexyuu npu AKP npooemoncmpuposanvt 8 ucciedoganuu J. Reibetanz u
coaem. [76], 20e Ha OocmamouHo OO0IBLUIOU BbIOOPKE NAYUEHMOB8 OOKA3AHO CMAMUCIUYEeCcKU
3HauuUMoe yayuueHue Oe3peyuousHoll evidcusaemocmu u AKP-accoyuuposannou cmepmuocmu y
nayuenmog ¢ R0-pesexyueii. B kauecmee 00noaHumensHo2o 00600a NPUBOOUMCs (hakm, umo 6 cpynne
¢ aumghoouccekyuell cpeonuti pasmep Onyxoau Ovll 00CMO8epHO 60bule U KOMOUHUPOBAHHbBLE
pesekyuu BbINOIHAIUCL Yalye, 0OHAKO, HeCMOMPS HA MO, OOCMUSHYMbL Jyduiue pesyivmamol. B
uccneoosanuu Gaujoux S. u coasm. [69] ykazvlieaemcs, umo 6081eUeHHOCMb TUMPOY3I08 6
onyxoesuvlii npoyecc y nayuenmog ¢ AKP, 6e3 cmpamuguxayuu no cmaouam, cocmasisiem 20%, umo

Aejslemcs, no MHEHUI0 aemopoe, NoKa3aHuem K bonee WUpPOKOMY 6bINOJIHEHUIO JZUMQbO()UCC@KI/;MM.
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I'panuyvl npeseHmugHoU AUMPOOUCCEKYUU He MOYHO ONpeoeneHvl, NO UMEIOWUMCL OAHHbIM
noozexcam yoanieHuro 1uMgoy3ivl 60pom NOUKU, NAPAKABAIbHbIE CNPABA U NAPAAOPMAbHble Cllesd.
o Ilpu omcymemeuu A6HBIX NPUSHAKOG UHBASUU ONYXOAU HAONOYEYHUKA 8 NAPEHXUM) NOYKU UIU
CMPYKMYpbl ~ 60pOMA  NOYKU,  HeobXooumocmu 8  ‘npeseHmueHom’  yodaneHuu  HOYKU
(Heghpadpenanskmomuu), Oisi NOGLIUEHUS PAOUKANLHOCMU pe3eKyuu, Hem. Jlocmamouna pes3exkyus
HCUPOBOU KANCYIIbL NOUYKU 00 YPOBHSL ee 80PONI.

3.1.3. B3spociapiM mnanMeHTam ¢ KIMHUYecKuM jauarHo3oM AKP MoxeT pexkoMeHI0BAThCA
BBITIOJIHEHUE SHJIOCKOMMYECKOM (JTarmapoCcKOMUYeCcKou, PETPOIIEPUTOHEOCKOTTMIECKOM )
aJIPEHAIPKTOMUU TPHU 00s13aTEIILHOM COYETaHUH BCEX CIEAYIONMUX (DAKTOPOB: pa3Mep OMyXOIH MEHEe
6 cm, I u II cragus 3aboneBanuss mo ENSAT (oTcyTcTBHE NpHM3HAKOB WHBA3UH OIyXOJH B
OKpY’KaIoIllie CTPYKTYpbI), JOCTATOYHBIM ONBIT y Bpaya-XUpypra M JI€UeOHOro YUpEeKIEHUs MO
nedeHuto OompHBIX ¢ AKP w®  BHaCO’HAOCKOMMYECKHMX BMemarenbcTB. [Ipuw  Oombeit
pacrpoCTpaHEHHOCTH Tpollecca IHAOCKOMMYECKas omepalus MpOTUBOMNOKAa3aHa, TaK Kak
BO3MOYXHOCTb BBITIOJTHEHUSI TUM(aIeHIKTOMUY U a/ICKBATHOW PEBU3HH M PE3CKIIUH COCETHUX OPTaHOB
OTpaHUYCHa, PAAUKAIBHOCTh BMEIIATEIbCTBA COMHUTENbHA [8 ,13 ,77 ,78]. IlanueHtaM OeTCKOTO
Bo3pacta 0- 18 et npu nono3penun Ha AKP npennouturenbHee BBIOIHATh OTKPBITHIE ONEpallvH,
TaK KaK 3HJOCKOIHWYECKHE OIEpalliy CBSI3aHbl C BHICOKUM PHCKOM pa3pbiBa Karcyjbl OMYyXOJIH U

MepUTOHEAIbHOTO KaHepomarosa [230, 231, 238, 244].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH J0Ka3aTeJIbCTB — 4.
KommenTapuii. B cesa3u ¢ wuupoxum pacnpocmpanenuem 3H00CKONUYECKUX Onepayuii y8eauuueaemcs
Konudecmeo b6onvHuix ¢ AKP, npoonepuposannuix 1anapocKkonuieckum OOCmMynom, 6 mom yucie 8
yupeoicoeHusx, He cneyuanusupyrouwuxcs Ha nevyenuu AKP. Ocnoenas npobiema 3HOOCKONUYECKOU
AOPEHANIKMOMUU — BbICOKAS YACMOMA OUCCEMUHAYUU ONYXOIU No OprowuHe nocie onepayuu,
gcrnedcmaue UHMpAonepayuoHHo20 No8pedcoeHus Kancyiol onyxonau. bonvwas uyacms sxcnepmos
NPUOEPHCUBAEMCS. MHEHUA, YMo Nnpu pasmepe ONYXoau 6onee 5 cMm uuiu nOOO3peHuu Ha
3/10KAYECMB8EHHOCMb ONYXOAU NO Pe3VIbMmamam npeoonepayuoHHoc0 00cie008anus — 6ePOSMHOCHIb
ouccemMuHayuu ONYXOnu NPU HAPYUWEHUU KANCYNbl 3HAYUMENbHO Gbllle, YeM Npu OMKPbIIMOM
emewamenscmese [8, 43, 68, 70, 73, 77].

Heouckymabenvhubim nyHKmMoM OAHHOU PEKOMEHOAUUU ABNAEMCa CReyuaiu3upo8aHubvlll Xapakmep

yupeofcc)esz u onbvlm epava-xupypeda.

3.1.4. PexoMeHayeTcsi TalMeHTaM C pe3eKTaOeIbHBIMU (OpMaX MECTHOTO PEIUANBA W TIPH

COJ'II/ITapHI)IX/CI[I/IHI/ILIHBIX ME€TacTas3aX, BO3HHMKIIMUX IIOCJIC OII€palllH, BBIIIOJHUTL IMOBTOPHYIO RO-
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pe3eKIno Kak Hanbosee 3 PEeKTUBHBIN U MPEANOUYTUTEILHBIN BapUaHT JICUECHHUS, 00SCTICIYNBAIOIIHMA
HamOoJee ATUTENbHBIN OEe3peUUIUBHBIA TEPUON WU MPOJOJIKHTEIFHOCTh JKU3HH (CM. TaKkKe
[Tpunoxenue b Puc.l). be3peuuauBuelii nepuon 6onee 1 roga mocie nepBoi omepanyu sBISIETCS
OJIaronpHUsTHHIM MPOTHOCTHYECKUM (DAKTOPOM NpPH XUPYPrHUE€CKOM JICUEHHUH PEUUAUBOB WU
Metacta3oB AKP. bonbable ¢ panauM penmauBoM (MeHee 6 mec.) mociie RO omneparuii kak mpaBuiio
HE SIBJISTFOTCS KaHAUJaTaMH Ha TIOBTOPHYIO onepaiuio. [{erecooOpa3HocTh MOBTOPHBIX OMEpalluii pu
perManBax ~ WIM ~ MeTacTa3aX  ONpEeNeNseTcs  WHAWBUAYAIbHO,  MYJIBTUIUCIUTUIMHAPHBIM
KOHCHJINYMOM, C YY€TOM pPacHpOCTpaHEHHOCTH MPOIECCa, BO3MOXKHOCTU JOCTHXKEHHUS IOJHOMN
HUTOPEAYKIIUU, OMOJIOTHYECKUX OCOOCHHOCTEH OMyXOJIM U BOZMOXHOCTH KOHCEPBATUBHOI'O JICUEHUS
[70, 80, 81, 82]. JlanapockonuuyecKUe ONEPALMU HE NMPUMEHUMBI Takke Nnpu peuuauBHoM AKP.
Xupypruueckoe jgeueHue npu meracratuaeckoM AKP penko mpuBoaUT K U3NIEYSHUTO, HO MOXKET OBITh
aCCOIMMPOBAHO C YBEJIUYECHHEM MPOJOKUTENbHOCTH XKuU3HU. I[Ipm meracrarnueckom AKP s
BBIOOpa OOBHBIX HA XUPYPTHUECKOE JICUCHHE HEOOXOIUMO YUUTHIBATh MPOTHOCTHYECKHE (haKTOPHI:
KOJINYECTBO METACTATHUECKUX JIOKAJIU3AIMK ¥ BEICOKUM MUTOTHYECKUIN UHIEKC [8].

Yposens yoeanTeabHocTH pexkoMenaanuii — C, ypoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB — 4.

KommenTapmuii. Yacmoma npoepeccuposanus AKP nocne xupypauuecko2o neuenus 6 meuenue 5
qnem npu Il cmaouu 3a6onesanuss cocmasisem om 40% 0o 80—85%. Eouncmeennvim memooom,
obecneuusarowuM OIUMeNbHOe BbINCUBAHUE NPU PEYUOUBAX UTU MEMACMA3AX 0CMAemcs NOSMOPHAsL
«paoukanvhasy, mo ecmv RO- pezexyus. Ee 6o3modxcnocms ciedyem paccmampuéams )y KaA#O020
nayuenma c y4emom pacnpocmpaHeHHocmu npoyecca, 0cooeHHocmetl npeobloyue2o Xupypeuiecko2o
JleyeHus, OUonocUIecKUx ocobeHHocmeti ONyxXonu, makux KaKk cmeneHv 310KauecmeeHHOCmU U memn
pocma.

Boszmooxcnocmsb xupypeuueckozo nevenusi npu peyuoueax u memacmaszax AKP u3zyuena 6
K1accuyeckou pabome u3z npomueopaxosozo yewmpa Sloan-Kettering, CIIA [80]. [losmophvie
pe3exyuu 8binoHeHsl y 47 O0NbHbIX ¢ MeCMHbIM Peyuousom uiu omoaieHuvimu memacmasamu AKP,
U3 KOMOPBIX Yemaepo onepuposanvl 5 u 6 pas, 00uH 60abHOU neperec 7 emewamenvcme. B 62 cayuasnx
onepayus oOviia paouxanvHou, 8 21 — naniuamusnou. Cpeou paduxanrvhvix onepayuu 43 (69%)
8bINOIHEHO NO NOBOJY OMOANeHHo20 Memacmasa, 14 (23%) — no noeody mecmunozo peyuousa, 5 (8%)
— no nogody u peyuousa u memacmasa. Cpeou 10KaIU3aAYUL OMOAIEHHbIX MEMACma308 CamblMu
yacmuimu Ovliu nevens (28), neexue (17), oprowuna (8). Meouana srcusnu 601bHLIX, NOOBEPSULUXCSL
NOBMOPHOU PAOUKANLHOU pe3eKyul, cocmasuia 74 mecsayes, 5-nemusis eviocusaemocmo — 57%, y
OOIbHBIX NOCe NALIUAMUBHOL NO8MOpHOU pesekyuu — 16mec. u 0% coomeemcmeeHHo, pa3iuyusl
OvLIU cmamucmuyecky 3Ha4umsl. B amom uccredosanuu enepevie npogedeH MynbmpaKmopHbili
AHANU3 BBIHCUBACMOCTIU Y NOOOOHOU 2PYNNbl OOILHLIX U ObLIO NOKA3AHO, YMO Cmaous OONe3HU U

padukaﬂbnocmb l’l€p60ﬁ onepayuu A6aAI0NCA He3a8UCUMbIMU quZKmOPClMI/l npocrHo3sa.
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Hemeyxas epynna no usyuwenuro AKP cpasnuna pezynomamol nevenus 101 6Ooavhoeo,
nPOONEPUPOBaAHH020 NOBMOPHO U 99 OONBLHBIX, NOIYYABUIUX eKAPCMBEHHOe NedeHUe NPU Peyuou8ax
AKP. Muozcoghakmopmwiil ananus nokasa, ymo 06a paxmopa umenu 00Cmo8epHoe NPOSHOCMUYECKOe
3HaueHue, Kax 0l 00uell 8bIoCUBAEMOCTNU, MAK U 015 8bIHCUBAEMOCIU 6€3 NPO2PeCcCUpOBAHUsL. 8peMs
00 nepsozo peyuousa 6Oonee 12 mecayes u paouxaibHocmev nepeoi onepayuu. Meouana BBII y
nayuenmos 2 08ymsa 61a20npusmubimMu pakmopamu cocmasuna 24 mecaya, oowell 8biHcUusaemocmu
— 60 mecsayes. Meouana BBII y nayuenmog onepuposanuwvix nosmopro 6 ooveme RO cocmaeuna 19
Mmec., nocie R2 onepayuii — 6 mec, naniuamusHulx pezexyuti (debulking) — 5 mec., y ne onepupoearHuvlx
nayuenmos — 4 mec. Meouana obwetl vlocugaemocmu y nayueHmos onepupo8aHHvlx NOMOpPHO 8
obveme RO cocmasuna 88 mec., nocre R2 onepayuii — 30 mec, narnuamuenvix pesexyuti (debulking) —
22 mec., y He onepupogantuvlx nayuenmos — 16 mec. [69].

B Typuncxom ynueepcumeme [81] pempocnekmusro ananusuposaniu cpagHumenbHulil Onvim
neuenust peyuousos AKP: epynna A — 22 nayuenmos onepuposanul, 17 — 6 ob6veme yoanenus peyuousa,
5 — yoanenue omoanennoeo memacmasa (cpeounui 6ain Weiss — 6, cpednee 6pems 00
npoepeccuposanuss — 22 mec, cpeonuu Ki-67 — 18%). Ipynna B — 17 nayuenmog nomyuunu
Xumuomepanuro no cxeme #ooxcopyouyun**, fomonozuo**, #yucniamun** u mumoman** (cpeonuii
oann Weiss — 7, cpeonee epems 0o npoepeccuposanus — 9,5 mec, cpeonuti Ki-67 — 28%). B epynne A y
5 nayuenmos peyuousa ne nabarooanocs, y 17 603HuK peyuous 6 cpednem uepes 23 mec, 8 nayueHmos
NOBMOPHO ONEPUPOBAHbL, CPeOHss 00was evlicusaemocms cocmasuia 86 mec. B epynne B 88%
nayuenmos 3a 8pems HabnoOeHUs ymepau om npoepeccupo8anus; Cpeousis o0uWas 8bloCUBAEMOCHb
cocmaesuna 33,5 mec — 00cmosepHo MeHbule.

Ilosmopnoe xupypauueckoe emMeuamenbcmeo npUEOOUm K Y8eaueHuto NPoo0oINCUmMeIbHoOCmu
JHCU3HU, eClU 8bINOTHEHO 8 06veme R).

Hnousuoyanuzayus noxkazanuil K NOGMOPHLIM ONEpayUsaM A6IAeMcs HepeuleHHou 3aoadell u
mpebyem 0anbHeuux UCCie008aHuUll ¢ Y4emom makice ouonrocuieckux ocobennocmeti onyxoau [82].
B cayuae AKP cepvesnoe @nusHue Ha mMaxmuky MOMCem OKA3aMb 2OPMOHANbHAS AKMUEHOCHb
onyxonu. Taxoce cnedyem umemv 8 Uy, 4MO NOBMOPHbIE ONEPAYUU NPUBOOSM K YMEHbUIEHUIO
CUMNMOMAMUKU y MHO2UX nayuenmos [82].

3.1.5. He pexomeHayercsi pPYTHHHOE BBINOJHEHUE TNaUIMATUBHOM R2 aapeHaimskTOMUA
(A16.22.004.001  OgHOCTOPOHHSS aIPEHAIIKTOMHS JIAMTAPOTOMHBIM  jJocTtyniom,  A16.28.064
Pacmmpennas agpeHaIPKTOMES, UK aJPEHAIDKTOMUS C PE3EKI[MEl COCeTHUX OpraHoB) (Tadmwmma 18,
IIpunoxxenne I'S) npu meractatmueckom AKP. Ilpu ropmoHanbHO-aKTMBHOM — OIyXOJIH,
COTIPOBOXAAIOIICUCS TSHKEIBIMU COMATUYECKUMHU TPOSBICHUSMHU THIIEPKOPTUIIM3MA, MOXKET OBIThH

ONnpaBJaHa TAKTUKA, HAMPABJICHHAs HA MAaKCUMAJIbHYIO [IUTOPEAYKIHUIO [8,9].
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YpoBenb yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH J0KAa3aTeJIbCTB — S.

Buiicusaemocms Oe3 npocpeccuposanusn y 6oabHuix memacmamudeckum AKP ne nooeepewiuxca
XUpypeuueckomy 1e4eHuro u npoonepuposanuvix 8 nainuamusiom (R2) obveme oounakosas. Oonaxko
NANTUAMUBHAS AOPEHATIIKIMOMUSL MOCEM ObIMb PACCMOMPEHA KAK ONYUsL Y DONbHBIX C MACCUBHOU UNU

CMMHMOMHOI:Z/ZOPMOHGJZbHO —aKmMueHoU onyxoiivio.

3.1.6. Bcem nanmentam ¢ AKP u runepkoptuiinzmMom (MaHU(PECTHBIM WIN CYOKITHHUYECKUAM )
peKoMeHayeTcs IPOBeICHNE 3aMECTUTENbHOM Tepaniy HaJIIOY€YHUKOBON HEJTOCTATOYHOCTH B
nocaeonepanuoHHom nepuoae [13, 18, 19].

Yposens yoeauteabHocTH pekoMeHaanuil — C, ypoBeHb J10CTOBEPHOCTH J0KA3aTeJbCTB — S.
Kommenrapmii. Manugecmmuwiii cunepropmuyuzm u QQYHKYUOHATLHO ABMOHOMHAS SUNEPAPOOYKYUS
KOpMU301d, KAk Npasuno, Npugoosm K pas3sumuio HAONOYe4YHUKOBOU HeOOCMAmMOYHOCMU Nocie
aopenamdkmomMuu ¢ onyxoavto. B cewsu ¢ omum  ecem nayuemmam ¢ AKP u
8epuUGUYUPOBAHHBIM/BbICOKOBEPOSMHBIM 2UNEPKOPMUYUZIMOM NOKA3aHO
npogedenue23amecmumenbHoOU mepanuu HAONO4e4HUKOBOU HeOOCMAamoYHOCMU UHMPAONEPAYUOHHO

u 6 nocieonepayuOHHOM nepuobe 6 coomeemcmeuu ¢ KiuHu4YeCKumu peKOMeH()aI/;U}ZMM [9]

3.2 JlekapCcTBEHHOE JeYeHue.

3.2.1 He pexoMeHayeTcsi MPOBEACHUE abIOBAHTHOM TEpaNWM MAIlMEHTaM C aJIp€HOKOPTHUKAILHOU
OMYXOJIBIO HEOMIPEAEIECHHOTO 3JI0KaYE€CTBEHHOT O MOTeHIMaNa [8, 83-86].

Yposens yoenuteabHOCTH pekoMeHaanuil — C, ypoBeHb J10CTOBEPHOCTH J0KA3aTeJbCTB — S

3.2.2. He pekoMeHyeTcs MPOBEICHNE aTbIOBAHTHOW TepaTUi MUTOTAHOM** B3pOCIBIM MAIMEHTAM
¢ Hm3kuM puckom peruausa (T1-2NO u Ki-67 <10%) nocne RO-pe3ekiiuu, cormacHo pesyibraTam

pannoMusrupoBanHoro uccienoBanuga ADIUVO u netrsm B Bo3pacte 0-18 ner ¢ I-II ctaqun no COG

coryiacHo npotokoily ARARO0332 rpynmer COG [87, 231, 240, 244].

Jasi  B3poCiabIX NAUMEHTOB YPoOBeHb YO0eINTeIbHOCTH PpekoMeHgauuii — B, ypoBeHb

AOCTOBEPHOCTH I0KA3aTeJbCTB — 2.

Has  nereit YpoBeHb yOeauTeabHOCTHM pexkoMeHaaunid — C, ypoBeHb [0CTOBEPHOCTH
0KAa3aTeJILCTB — 4.

KomMmenTapuii. B eduncmgenHom npocnekmusHoM paHooMusuposantom ucciedosanuu ADIUVO
uzyuanace 2¢hghexmusHocms a0vOBAHMHOU Mmepanuy MUmomanom™** ¢ nooepynne nayueHmos c
HU3ZKUM puckom peyuousa sabonesanus (Ki-67 <10%) nocne R0-pezexyuu no nosody I-I111 cmaouu AKP

[87]. B uccnedosanue sxurouern 91 nayuenm, komopwvie 6viiu panoomusupogatnvl 6 2 epynnot 1:1 -
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Haoawoenue u mumoman**. JlocmosepHulx paznuyuii 6 6e3peyuousHol U oouell BbIHCUBAEMOCMU He
Habmooanoce. Credyem ommemumy, 4mo 8 UCCie0o8anue exnoyensvl gceeo 13% nayuenmos (N=6) ¢
11l cmaoueti 6 epynne mumomana™* u 11% (N=5) 6 epynne nabarooenus, 4mo He no360Jisiem coelams
0OHO3HAYHDLU 661800 0 HedhhekmueHocmu Ha3HayeHus mumomana™* 6 nooepynne nayuenmos c I11-
cmaoueu u Ki-67 <10%.

Coenacno npocnekmugnomy uHmepseHyuoHnomy uccieoosanuro ARAR0332  oOviiu  uzyueHnwvl
pe3yivbmamsl mepanuu nayueHmos demckozo eozpacma c I — IV cmaoueti no COG. B xode ananuza
ObLIU NPOOEMOHCMPUPOBAHDL 8blcOKUe nokazamenu S-nemueti OB y nayuenmog npu npu I cmaouu no
COG (95,2%), u Il cmaouu no COG (78,8%) [231]. Tem ne menee 5-nemussa bCB y nayuenmog co
cmaoueu I cocmasnsem nuwo 53,3%. Llenecoobpaznocms nasHauenus mumomana™* oemsam c 11
cmaouu no COG u3yueHa HeOOCMAMOUHO, U OAHHASL NOOSPYNNA NAYUEHMO8 mpedyem

UHOUBUOYATILHO20 0OCYIHCOEHUSL KANHCO020 CIVUAsL CO cneyuarucmamu gedepanvruvix yenmpos [231,

240, 244].

3.2.3 PexoMeHayeTCsl B3pOCIIBIM TMAIIMEHTaM Ha3HAuYEHUE aIbIOBAaHTHOM Teparmuu MUTOTAaHOM ** mipu

ypoBHe Ki-67 >10% B Teuenue 2-5 nert [8, 87, 91-94, 213] (tabauua 12).

Yposens yoeauteabHocTH pekoMeHaanuil — C, ypoBeHb J10CTOBEPHOCTH J0KA3aTEJbCTB — 2.
Kommenrtapuii. B ghegpane 20182. mumoman™* enepevie 3apecucmpuposan 6 Poccuu u paspeuier K
npumenenuio. Ilpenapam exouer 8 peecmp HCUHEHHO HeOOXOOUMbIX U BANCHEUULUX 1eKAPCTNEEHHBIX
npenapamos (ZKHBJIII) [88].

Tepanua mumomanom™* Odonxcna 6vimv Hauama 6 Kpamuauuwiue CpoKU NOCAe XUPYPeUYECKO20
Jleuenus. Ypoeenv npenapama 6 Kposu mpeoyem nocmoanHo20 1a00pamopHo20 MOHUMOPUPOBAHUS U,
npu ycio8uu e20 NepeHoCUMOCHU, PeKOMEHOO0BAHHbI OUANA30H MEPAnesmu4ecKoll KOHYeHmpayuu
cocmasnsem om 14 0o 20 mke/ma. [loza mumomana**, neobxooumas Onsi OOCMUNCEHUS U/UNU
n000epHCaHUusl e20 KOHYEeHMpPayuu 6 Kpo8U 8 mepanesmuieckom ouanasone, UHOUBUOYAIbHd, U, KAK
npasuno, cocmasniem 4 — 8 o/cym. Ilpu omcymcmeuu peyuousa AKP aodviosanmuoe neuenue
nposooumcs om 2 0o 5 nem (cm. maxowce Ilpunoscenue A3). [Ipocnexmuenwvix ucciedosanutl,
CPABHUBAIOWUX PA3TUYHYIO  ONUMENbHOCIb  A0BIOBAHMHOU mepanuu mumomanom™*, nem. B
HebOIbUIOM PemPOCNeKMUBHOM ananuze, eKmouusuem 154 nayuenma, noayuusuux advio8aumHyO
mepanuto mumomanom™** nocne RO-peszexyuu no nosody AKP, 0Oviio nokazano omcymcmeue
00CMOBEPHLIX  paAsIUdULl 6 0e3peyuousHol U  odwell  BbIHCUBAEMOCU NPU  NPOOOINCEHUU
aovioganmuou mepanuu mumomarom™* oonee 2 nem [89]. Oomarxo, ciredyem ommemumsv, 4mo

oonvwas wacmo nayuernmoe, 6KIMNYEHHbIX 6 Smom aHalius, ONnHOCUIACb K HUBKOU cpynne pucka
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peyuousa (T1-2N0- 80%, Ki-67 <10%- 60%) u smu dannvie Mmo2ym He Oblmb 80CHPOU3BEOEHbl 8 2PYNNE
nayuenmos ¢ blLCOKUM PUCKOM Peyuousda.

B nebonvuwom umanvsanckom pempocnekmueHom uccieoo8anuu, ekaouusuiem 152 nayuenma nocre
RO-pezexyuu no nosody AKP I-III cmaouu, uz xomopwvix 100 nonyuuiu advio8aHmuylo mepanuio
MUMomaHom™*, Ovl10 NOKA3ano 00CcmosepHoe ygenudenue Oe3peyuoUBHoOl BbIHCUBAEMOCMU NPU
Hasnawenuu mumomana** [90]. Basxcuetiwum npeduxmopom peyuousa u cmepmu ObLIO 3HAYEHUE
yposus Ki-67>10%. [1o 0annbim MHO20(haKmopHo20 ananusa, HasHaveHue mumomana™** oocmoeepHo
VAYUUULO 0e3peyuousHyo u oowyro evldcueaemocms 6 nooepynne nayuenmos ¢ Ki-67>10%, a
maxaice 0610 8vlAHCUBAEMOCMb 8 nooepynne ¢ I1I-cmaduetl.

B mynvmuyenmpogom uccre0osanuu u Mema-aHaiuze HemeyKo-umaibaHcKo20 pecucmpa nayuenmos
¢ AKP npoananuzuposanvl pezyivmamvl jgedenuss 177 nayuenmos u npooemMoHCmMpuposaHo
yeenuuenue 6e3peyuousHo20 nepuooa npu npogedenuy aodvroganmuou mepanuu — 42 mec npomus 10
u 25 mec 8 08yX KOHMPOJILHBIX SPYNNAX U CHUMNCEHUe Yacmomyl peyuousa 00 49% npomus 73% u 91%
coomeemcmeerHo [91].

Hapsoy ¢ npomusoonyxonesvim ozoeiicmeuem, mumoman** obnadaem aopeHorumuyeckum
aghgpexmom, noapescoas GHYMpUKIemMoOuHvle (hepMeHmbl, YYyacmeyloujue 6 cuHmese Cmepouoos,
MaKum 00pa3oM, CHUNCASL UHMEHCUBHOCMb HAONOYEUHUK08020 cmepoudozenesa [92,93]. B ceazu ¢
OnoKUposanuemM  cmepoudozene3a  nayueHmvl, noayuarwue mumoman™**, — uyscoaromcsa 8
3amecmumesnbHOL mepanuu 2It0KOKOPMUKOUOAMU. Y menbuienue yposHsl 2II0KOKOPMUKOUO08 8 KPOSU
CB8A3AHO He MONbKO C AO0PEeHOIUMUYECKOU AKMUBHOCMbIO MUMOMAaHa™™, Ho u ¢ uHOYKyueu um
NneueHouHo20 KaupeHca cmepouoos [94], 6 cea3u ¢ uem HeEOOXOOUMO MUHUMYM OB8VKDAMHOE
yeenuyeHue cmaHOapmHol 003bl 3aMecmumenbHol mepanuy Ha0No4eyHUKO8oU HedoCmMamoyHOCHU.
Heoocmamounas 0oza 3amecmumenvHoll mepanuu yxyowiaem nepeHoCUMOCms Mumomana™* u

ymsicensem e2o nobounvle 3¢ghphexmeol.

3.2.4 Pexomenayercsi B3pOCJbIM NAIMEHTAM pPACCMOTPETh NPOBEAECHUE aIbIOBAHTHOM Tepanuu
MUTOTAHOM, IPOJAOKUTENBHOCTHIO 2 TOJ1a IPU MPOMEKYTOYHOM PUCKE PEIUANBA/TIPOTPECCUPOBAHUS

(T3-4 npu yporue Ki-67 < 10%) [8, 87, 90, 214] (Tabmuma 12).
YpoBenb yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH J0KAa3aTEJIbCTB — S.

KommenTapmii. B HeOonbuwom umanvsaHckom pempocneKmueHOM UCCIe008anuUU, eKuouusuiem 152
nayuenma nocie RO-pesexyuu no noeody AKP Il cmaouu, u3z xomopwvix 100 nonyuunu
A0BIOBAHMHYIO0 MEPANUIO MUMOMAHOM* ¥, ObLI0 NOKA3AHO 00CMOBEPHOe YeenuyeHue be3peyuouUsHoll
BbIHCUBACMOCU NPU HA3HAYEHUU mumomana™*. Baowcneuwum npeouxmopom peyuousa u cmepmu
ovino 3navenue yposua Ki-67>10% [90]. Ilo oanubim mHO2OaAKMOPHO20 aHANU3A HA3HAYEHUE
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mumomana™** Odocmosepro yayuumiuno 0e3peyuousHyio u 0OWYI0 BbIHCUBAEMOCHb 8 NOOZPYNne

nayuenmos ¢ Ki-67>10%, a maxaice 00wy1o vlocusaemocms 6 noozpynne ¢ Ill-cmaouei.

B eouncmeennom npocnexmuenom panoomuzuposanHom ucciedosanuu ADIUVO, wuzyuanace
aghghexmuenocmsb a0vbIOBAHMHOU Mepanuu MUMOMAHOM ** @ nodepynne nayueHmos ¢ HU3KUM PUCKOM
peyuousa 3abonesanus (Ki-67 <10%) nocne R0-pezexyuu no nogooy I-11I cmaouu AKP [87]. Bcezo 91
nayueHm Ovliu paHOOMUZUPOBAHbI HA 2 epynnbl- HaOMoOoenue u mumoman™* 1:1. JJocmoeeprvix
pasnudutl 8 be3peyudusHol u obujell svlicusaemocmu e Haoaroarocs. Ciedyem ommemumo, Ymo 8
uccreoosanue exnouersl gce2o 13% nayuenmos (N=6) c Il cmaoueu 6 epynne mumomana™* u 11%
(N=5) 6 epynne HabnoOdeHus, ymo He n0380Jsiem COelamb 0OHO3HAUHDLU 861800 0 HedppexmusHocmu

HazHayeHus mumomana** ¢ nooepynne nayuenmog ¢ ll1-cmaoueii u Ki-67 <10%.

3.2.5 PexomeHayeTcsi BCeM IMalMEHTaM, KOTOPHIM IIOKa3aHa Tepamnus #MUTOTAaHOM™®*, HauMHAThH
JedeHre ¢ HEeOONBIIMX 103 C MOCTENEHHOHM ACKaNalliei, MoJ KOHTPOJIEM COCTOSHUS TalUeHTa,
NEPEHOCUMOCTH JICUECHU s, KOHIIEHTpAIIMM MUTOTaHa** B tuta3me KpoBH (cM. Taroke [lpunoxenne A3)
(8, 87, 95-100, 215].
YpoBenb yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH J0Ka3aTEJIbCTB — S.
KommenTapmuii. Cywecmsyrom pasnvie cxemvl mepanuu Mumomanom**, nu 00Ha u3 Hux He ooradaem
O0OKA3AHHbIM NPEUMYWEeCMBOM HA Cce200HAWHUN OeHb. Haubonee wupoko ucnonvsyemcsa cxema,
npeononazarwas cmapm mepanuu ¢ 003sl 2 2/cym ¢ nocmenenHou sckanayueti 003wl Ha 0.5-1 2/cym
Kaxcovle 3 — 7 OHell 00 cymmapHot 003vl 6 4 e/cym [87]. Coenacno pe3yrbmamam ucciedo8aHus
ADIUVO nauanvnasn 0oza #tmumomana™* 1 2 6 cymxu ¢ nocmenenuvim nogviuieHuem 003vi Ha 0.5-1
e/cym kaxcovie 3 — 7 OHell 00 CYMMApHOU 003bl 6 4 2/cym obecneuugaem O0CMuUdICeHUe
mepanesmuieckol KoHyenmpayuu y 56% nayuenmog u modrcem 6bimsv UCNOILIOBAHA 8 PYMUHHOLUL
Kaunuueckou npakmuxe [87].
Meowcoynapoonvie sxcnepmol demsam u noopocmkam ¢ AKP pexkomenoyrom HauuHamv mepanuro
#uumomarnom** 6 0oze 50 me/ke/cymxu unu 1500 me/m2/cymxu ¢ nocmenenHot sckanrayueis 003vl Ha
20 me/ke/cymxu unu Ha 500 me/m2 xaxcovie 1-2 Hedenu 0o cymmaprou 003wt 4000 me/m2/cymru noo
KOHmMpOoJaem KOHYeHmpayuu mumomana** ¢ coleopomke kposu (Hopma 14-20 mxe/mn) [240].
Koppexyus 00361 mumomarna** nposooumcs 6 coomeemcmeuu ¢ €20 KOHyenmpayuei 6 Kposu
(HeobX00UMO onpedenenue yepes 4 Hedeau om MOMEHMA 8blX00a HA 003y 4 unu 6 2/cym; Ha gone
8bICOKOOO3HO20 pedcuma KOHMPOb KOHYeHmpayuu mumomana** (409.05.035
Hccnedosanue yposHs 1eKkapcmeeHHblX NPenapamos 6 Kpogi) 00JHCeH Npo8oOUmvbCs Kaxicovie 2-3
Hedenu) u neperocumocmoio [95-97]. Mumoman** umeem y3kuui mepanesmuueckuii OuUana3oH

003UpPOBAHUSA, 02PAHUYEHHDIU, C OOHOU CMOPOHbL, HEOOXOOUMOCMbIO Oblcmpelue20 00CMUNCEHUS.
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mepaneemu4eckou KoHyeHmpayuu npenapama 6onee 14 me/n, ¢ Opy2ou — NePeHOCUMOCHbIO
npenapama. Mnmencuenocms u amnaumyoa HexlceilamenbHblX KIUHUYECKUX NPoaeieHull Hapacmaem
C NPOAGNEHUAMU KYMYIAMUBHO20 dhekma, nposignenus ucuesarom c ommenou npenapama (Taon. 11)
[98].

Jlocmuoicenue yenegou KoHyeHmpayuu mumomana™* 6 Kpoeu He 6ce20a 3a8ucum om
NPUHUMAEMOLl 003bl Npenapama, 8 OOIbUel CMmeneHu 3a8Ucum om KyMYAayuu 003bl, C8A3AHHOU C
ONUMeNbHLIM NEPUOOOM NOJYHCUSHU NPEnapama, 4mo 0oKa3viédaem HeoOX00UMOCMb MUAmenlbHO20
MOHUMOPUH2A VPOBHA MUMOMAHA™** 6 Kposu u nocmosuHou kroppekyuu oosvl [99, 100]. B
CPABHUMENbHOM (DAPMAKOKUHEMULECKOM UCCTIe008AHUU DEXCUM C 8bICOKUMU 003AMU HA cmapme
mepanuu NO360aUl 00CMUYb MepPanesutecKko20 OUanasona sviule 14 mke/ma y 6onvuie2o Koruvecmsd
nayuenmos. OOHaxo, smu pe3ynbmamol He Obliy CMAMUCTIUYECKU 3HAYUMBIMU U3-3a HeOOCMAMOYHOU
MowHOcmu  uccredosanus. llomumo smux 08yX pexdcumos, Cyuecmsyem MHOMCECMBO OpY2Ux
sapuayuii, 6vlO0p 3aeucum om onvlma epaua, ocobenHocmel KiuHudeckoco meyenus AKP u
cocmoanus nayuenma. Pexomenoayuu no npumenenuio mumomana** 6 xauecmee aovlO8aHMHOLU
mepanuu cm. makaice 8 llpunooscenuu A3.

Mumoman** sensiemcs AUNOQDUILHLIM 1EKAPCMBEHHBIM CPEOCMEOM U, KAK NPeonoazaemcs,
Jyuule BCACLIBAEMCA U3 KUWEYHUKA NPU COBMECHHOM HNOMPEONeHUU C HCUPOCOOEPHCAUUMU
nPOOYKMamu, Hanpumep, ¢ MOJOKOM Ul UWOKOAAOOM. B ciyuae oepanuieHHol i#ceny00yHo-KUueuHoul
MONEPAHMHOCMU OOIHCHO ObIMb NPEOTIOHCEHO CUMNIMOMAMUYECKOe JeyeHue MOUHOMbL/PEOmbl U/uu
ouapeu.

V' ecex nayuemmos, noayuarowux mepanuro Mumomamom™*, HeoOXoO0umo nposepamv e2o
JIeKapCmeeHHble  83AUMOOCiCBUs € OpYyUMU Npenapamamu (8 YacmHoCcmu, U3-3a UHOYKYUU
yumoxpoma CYP3A4 noo enusnuem mumomana™*). Bce conymemayiowue niexapcmaa 004iCHbL Obimb
nposepenvt Ha npeomem memaodoruzma CYP3A4 u 3amenHeHnvl anbmepHAMUBHLIMU, eCIU MO
603M0dICHO.  Monexkynapnvle Mmexawusmvl d¢hghekmos mumomana** 0o cux nop u3zyyeHvl
HedocmamouHo. Tem He MeHee, U36eCMHO, UMO Mumoman™** nosviuiaem 3KcHpeccuro Ne4eHo4Hou
monooxcuzenasvl CYP3A4, memabonusupyroweli pao nekapcmeeHHulx eeuwjecms. B ceéazu c smum, éce
npenapamul, KOMmopule HA3HAYAIOMCA NAYUeHm)y 0OHOBPEMEHHO C NpuemMom mumomana™* u/unu Ha
¢one npucymcmeuss e2o KOHYeHmMpayuu 6 Kposu, O0JIHCHbL Oblmb Npo8epeHvl HA npeomem
memabonrusma CYP3A4 u 3amenensvt anbmepHamugHuiMU, ecii 3mo 803M0OHCHO [85].

Hasnauenue mumomana** mpebyem 2opmonzamecmumensHol mepanuu 2uOpOKOPMu30HoM ** uiu
npeoHU30I0HOM ™™ y bonbuuHCmea nayueHmos U, Kaxk npasuno, OHA HAYUHAEemcs C Nepeozo OHs
mepanuu u nPoooaXcaemcs nocie 3ageputerus e2o npuema [101]. B neborvuwom nabrooamenoHom
uccredosanuu o6wi10 nokasamo, umo y 78,3% (18/23) sunomanamo-eunoguszapro-HaonoueuHuxosast

cucmema NOJHOCMbIO 80CCMAHABIUBAEMCS NOCTe omMeHbl mumomana™*, y 13% (3/23) ne yoanoce
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omxkazamucs om entokokopmuxocmepoudos (ATX HO2AB TI'moKOKOPTHUKOUABI) npu HOPMATbHOM
3HAUeHUUu 20pPMOHANbHLIX mecmos u Yy 8,7% (2/23) ¢ynkyus eunomanamo-eunoguzapuo-
HAONOYeYHUKOBOU CUCMEeMbl He 60CCMAHO8UNAch. Meouana 00 60CCMAHOBNEHU 2CUNOMANAMO-
2UNOuU3apHO-HAONOUEeYHUKOBOU cucmeMvl cocmasuna 2,5 2o0a, umo ciedyem HOMHUMb HpU

3a68epuleHUY a0bIOBAHMHOU Mepanuu MUMoOmaHom **,

Tab6uamna 11. Ilo6ounsble 3¢ ekTHI MUTOTAHA™*

CHMITOMBI YacroTa
I'acTponHTECTHHANIBHBIE: TOIIHOTA, PBOTA, AUAPEs OueHb yacto
HHC: coHnuBOCTh, 3aTOPMOXKEHHOCTb, AaTaKCUs, JU3apTpus, OueHp 9acTo

TOJIOBOKPY’KEHHUE, ICTIPECCHs], CHUKEHHE MTaMATH, TOJNHeHponaTus

HanmoueunnkoBass HEHOCTaTOYHOCTE OueHb 4acTo
Bupax neuenounsix ¢pepmenToB (B ocHoBHoM ['T'TII) OueHb yacto
VYBenu4yeHne ypoBHS CBSI3bIBAIOIIUX OEIKOB OueHb yacTo
['nnepxosnecrepuHeMusi, THIIEPTPUTIULIEPUIEMHUS OueHb yacTo
YBenuueHne BpeMEHH KpOBOTEUEHUS OueHb yacTo
WNunykuust MHUKPOCOMaJIbHBIX NIEYEHOYHBIX (bepMeHTOB, OueHb yacTo
YBEJINYHMBAIOLINX MeTa0O0INYECKUI KJIMPEHC

rmokokoptukocteponioB (ATX HO02AB TIimokoxkopTukoMasbl) ,

6apbutypartos, Bappapuna**

[lepBUYHBIN TMIOTOHAIU3M Y MY>KUHH Yacto
I'muexomactus Yacro
KosHnas cbinb Yacro
JlerikoneHus Yacto
AyYTOMMMYHHBIN T€NaTUT Penxo
TpomOOIIUTOTICHUSI, AaHEMUS Penxo
AptepualibHas TUIIEPTEH3US OueHb penko
Jurionusi, peTUHONATHSA, KaTapaKkTa, MaKyJIsIpHbIA OTEK OueHb penko
I'emopparnueckuii UCTUT OueHb penko

Onpeoenenue yacmomut no6ounvIx Iphexkmos: ouenv wacmo (=1/10), wacmo (=1/100 to <1/10),
Heuacmo (21/1000 to <1/100), peoxo (om =1/10 000 oo <1/1000), ouens peoxo rare (<1/10 000), ne
uzeecmuo (He moodcem 0bimp ONPedeeH0 HA OCHOGAHUU UMEIOUUXCA HA CEe20OHAUWIHUN OeHb

Pe3yabmamaos ucciedo6anuil).
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3.2.6 PexomeHnayeTcsi pacCMOTPETh MPOBEACHUE KOMOWHAIIMY TUTATHHOCOAECPIKAIICH XUMUOTEPAITHH
(EDP, EP wm EC) B komOuHaIMM ¢ #MUTOTAHOM** B aJbIOBAHTHOM PEXXHME Y B3POCIIBIX MAIMEHTOB
C OYEeHb BBICOKMM pHUCKOM permauBa/mporpeccupoBanus (Ki-67 220% wu T3-4, cMm. Takxke
[Tpunoxenue b Puc.1) u y nauuentos 0-18 ner ¢ III-IV cragueit mo COG [85, 102-104, 231, 244]
(Tabmuma 12).

Yposens yoenuteabHocTH pekoMeHaanuil — C, ypoBeHb J10CTOBEPHOCTH J0KA3aTeJbCTB — 4.

Kommenrapmii. Hasnauenue aovioeanmuou XT npu pake Kopbl HAONOYEYHUKA OCMAEMCsl
npeomMemom OUCKYCCULL U He PEeKOMEHO0BAHO K UCHONb308AHUIO 8 PYMUHHOU KIUHUYEeCKOU NpaKmuke.
IIpocnekmugnvle uccredosanus no uzyueHuro 3¢gdexmueHocmu a0vbOGAHMHOU Mepanuy nocje
paouxanvrou pesekyuu AKP I-111 cmaouii ne npogoounucs. Tem He menee, DONbUUHCINGO IKCNEPMOE
Esponetickozco obwecmea snooxkpunonoeos (European Society of Endocrinology) u ENSAT o0obpsiom
UHOUBUOYATILHOE peuleHue B0NpoCcad O B03MONCHOCMU nposedenus noauxumomepanuu AKP 6
A0BIOBAHMHOM pedcume Yy NAYUeHmo8 ¢ 0YeHb BbICOKUM PUCKOM peyuousa/npozpeccuposanus (13-4

u Ki-67 >20%) [103].

B nebonvwiom pempocnekmuenom ucciedo8anuy «Ciyuai-kOHmMpOoaby U3yuanacy d@@exkmusHocms
HazHayeHus 2-8 Kypcoe naamunocooepicaujell Xumuomepanuy nocie Xupypeuueckoeo leyeHus no
noeody AKP I-1V cmaouii [104]. B uccredosanue sxnovero 62 nayuenma, us vux 64,5% c II-1V
cmaouel, y 6,5% u 13% nayuenmos svinonnena R1 u Rx-pesexyus, 75% umenu yposenv Ki-67 220%.
bonvwas uyacmv nayuenmos- 77,4% noayuunu xumuomepanuio no cxeme #Homonosuo** +#
yucnaamun **/H#xapoonramun**. Hasnauenue aoviogawmuol Xxumuomepanuu 6 3mol 6blOOpKe
NayueHmos ¢ 04eHb 8bICOKUM PUCKOM PeYUoU8a ObLIO CA3AHO ¢ OOCHOBEPHBIM VIyYUeHUEM MeOUaHbL

be3peyuousrol svidcusaemocmu ¢ 7,3 0o 17,7 mecayes (p=0,021) u obweii svioicusaemocmu (p=0,01).

Taxkum obpaszom, npu ouensb 6vlcokom pucke peyuousa (Ki 67220% wu III-1V cmaous) &
UHOUBUOYATILHOM NOPsdKe Cledyem paccmompenms 000asieHue K MUmomany ** KkomouHuposauHoll

Xumuomepanuu c eKkiroueruem #omonozuoa** u #yucniamuna**/#rapoonramuna** ¢ konuuecmee 4-

6 kypcos. [104].

Bcem nayuenmam om 0-18 nem ¢ mopghonocuuecku sepughuyuposannvim AKP I u IV cmaouu no COG
C yenvlo YIyuUWeHUs HNOKA3amenel  GbloHCUBAEMOCU NOKA3AHO HA3HAYeHUe aoblo8AHMHOU
Xumuomepanuu no cxeme Homonosuo**+#yucniamun**+#ooxkcopyouyun** ¢ dobasnenuem
#tuumomana™®* [231, 240]. Koauuecmeo Kypcoe Xumuomepanuu 3a8ucum oOm UHOUBUOUYIbHOU
NepeHOCUMOCMU NAyueHma u moxcem cocmaeiimo om 6 0o 8 Kypcog xumuomepanuu. CoenacHo

npomoxony ARAR0332 onumenvhocms npuema #mumomana™* cocmaensem 8 mecsayes [231, 240].
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Oonako 6 Hacmosuee 6pems OIUMEIbHOCMb mepanuu #uumomarnom™* 6 neduampuueckoii
nonynayuu ¢ AKP Oucxymabenvna. B o0HomM u3 uccinedoganuil 0Ovl10 NOKA3AHO, UYMO
npoooaxcumenbHocms  mepanuu  #uumomanom™®*  menee 9 mecayes, HU3KAA KOHYEHMPAYUSL
mumomana™* (nusxce 14 me/n) cmamucmuyecku 3HAYUMO OKA3bIGANU HE2AMUBHOE 6GIUSAHUE HA
noxkazamenu  gvixcueaemocmu  [241].  Yuumwieas, umo OocmudiceHue  mepanesmuyecKoul
KOHYEHmMpayuu MUmomana™* moscem 3aHUMAams HeCKOIbKO Mecayes, asmopami MexcoOyHapoOHbIX
UCCne008anuu NpeodiodtceHo Yeenudums OIUMeIbHOCmMb npuema #uumomana™* y Oemetli u
noopocmkog ¢ AKP om 2 0o 5 nem [240]. Taxum obpazom, onumenvrocms mepanuu #mumomana**
y nayueumos & gozpacme om () 0o 18 nem ¢ AKP mooxcem 6vimb 00CysHcOeHa 8 UHOUBUOYATbHOM

nops0Ke KOHKPEeMHO20 CIYYds CO CHeYUarucmamu (heoepanrbHulX YeHmpoas.

3.2.7 Pexomenayercsi B3pOCIBIM MallMEHTaM paccMaTpuBaTh Bce ciaydan ¢ R2-pesekmueid kak

pacnpoctpaneHHblii AKP (cMm pasn. 5.3.1 u Ilpunoxenue b Puc.2) [8].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH I0KA3aTEeJbCTB —5.

Taoauna 12. Pesxkumbl axbroBaHTHOU Tepanuu AKP

Pexum IIpenaparsl

#MuTtoTan™** (s neTed M | ©XKESTHEBHO B J103€, 00ECIICYNBAIOIICH €T0 Co/ep)KaHUE B
B3POCJIbIX AI[UEHTOB) CBIBOPOTKE KpOBH Ha ypoBHe 14-20 MKr/mi 6e3 nepepbiBa

MCXKAY HUKIIAaMH XUMHUOTCPAIIUA

EP+M (st B3poCibIx #9tomo3un** 100mr/mM2 B/B B 1-3-i1 nHU+

TAIIMEHTOB) #uucmmatun** 75 mr/mM2 B/B B 1 nens. Kypce kaxnbie 21
neHb. OnHoBpeMeHHO ¢ X T-MHUTOTaH ** e:keJTHEBHO B
703€e, 00eCIIeYMBAIOIICH ero CoIep)KaHre B KPOBH Ha

ypoBHE 14-20 MKI/MJ1, HEIPEPHIBHO

EC+M (st B3pocibix #9romozun**  100mr/mMm2 B/B B 1-3-1  gHAt
MAlMEHTOB) #rapoormmatua** AUCS5 mr/m2 B/B B 1 menb. Kypc
kaxnapie 21 nmenb. OpHoBpemenHo ¢ XT—muroran**
©XKEJIHEBHO B J103€, 00ECIICYMBAIOIICH €ro COIePKaHHE B

KpoBH Ha ypoBHe 14—20 MKr/mi1, HEIPEPbIBHO

EDP+M (s B3pochbix #Iromozun**  100mr/M2 B/B BO 2-4-i  gHHT

MaIMEeHTOB) #nokcopyourmu**  40mr/m2 B/B B 1-i  geHBt
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#uucmmatua** 40mr/m2 B/B B 3-it m 4-ii mHU. Kypc
Kaxkaele 28 nHei. OmgHoBpeMeHHO ¢ XT—mwurortan**
©XKEJIHEBHO B J103€, 00ECIICYMBAIOIICH €ro COIePKaHHE B

KpoBHU Ha ypoBHE 14—20 MKr/mI1, HEIPEPHIBHO.

EDP+M (mpoTokon #Iromozun**  100mr/mMm2 B/B B 1-3-f  gHAt
ARARO0332 ngus #noxcopyourmu** 25mMr/m2 B/B B 4 — 5-ii ngeHpt+
nanuentoB 0-18 ner) #rucromatua** S0Mr/m2 B/B B 1- 2-i nan. Kype kaxasie

21 nenn. OmHoBpeMeHHO ¢ XT—#MuUTOTaH ** €XETHEBHO
B J103¢, 00eCIeYnBaroOIIei ero colep:kaHue B KPOBH Ha

ypoBHe 1420 MKr/mi1, HenpepsIBHO [23 1, 244].

CucreMHasi Tepanus MeTaCTATH4eCKOro U HeonepadeabHoro AKP

3.2.8 PexomeHayeTcsi B3pOCIIBIM NAIIMEHTaM ¢ HEOOIbIIONW PaCIpOCTPAaHEHHOCTHIO i MEITICHHOM
nporpeccueii 3adoneBanus, HU3KuM ypoBHeM Ki-67 (<10%) paccMoTpeTh BOPOC 0 MOHOTEPATIUN
MUTOTAaHOM** B KOMOWHAIMM C BO3MOXXHBIMU IIMTOPEIYKTUBHBIMH BMEMIATEIHCTBAMHU HIIU
IPYTUMH ~ METOJaMHM  MECTHOTO  BO3JCHCTBUS  (HampuMep  paguOJOTHUECKUMH  WIIH
WHTEPBEHIIMOHHBIMHU) B KauecTBE MEepBUYHOTO JeueHus (cMm. Takxke [Ipunoxenune b Puc.2) [85,

102, 105-108].
Yposens yoeanTeabHocTH pekoMenaanuii — C, ypoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB — 4.

Kommenrtapuii. B npocnexmusnom ucciedosanuu, exiouuswem 127 nayuenmos, usyueHda
aghhexmuenocmos mumomana** 6 monopexcume 8 neuenuu memacmamuyeckoeo AKP [107].
Yacmoma obwexmuenozo omeema (400) cocmasuna 20,5%, cmabunuzayus 3abonesanusn bonee
6 mec. Habmodanace y 18,1% nayuenmos. Meouanul vlocugaemocmu 6e3 npoepeccuposaniuss u
obwell evlcusaemocmu cocmasunu 4,1 u 18,5 mec. coomeemcmeenno. Jocmuoicenue
mepaneemu4eckou KoHyeHmpayuu Obllo C643aH0 C O0O0CMOBEPHBLIM YIVUUEHUEM YaCmOombl
00vexmugHozo omeema - 31,9% npomue 11,1% u odbweii sviorcusaemocmu. B epynne nayuenmos
¢ Huskum yposnem Ki-67<10% mnabaooarace Haubonee GblCOKAS HaACmMoOma OAUMeNbHO20
KOHmpons 3abonesanuss - 54% npomus 24% npu Ki-67>20%. Ilo  Oannvim
MYTbMUNAPAMEMPUYECKO20 AHAIU3A, KOIUYeCmB0 Memacmamuyeckux ouazos menee 10
00CMOBEPHO ACCOYUUPOBATIOCH CO CHUMCEHUEM PUCKA NPOSPECCUPOBAHUS 3a001e8ANHUSL U CMEPMU.
IIpusedennvie viuie OaHHble CEUOEMENLCMBYIOM O MOM, YMO Y NAYUEHMO8 C UHOOJEHMHbIM

meyeHuem 3aboneeanus, HusKum yposuem Ki-67 u Heboavwiol pacnpocmpaneHHoCcmvio
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3a60ne6anusi MUMOMAH™** 6 MOHOpedHcUMe Modxcem Oblmb HA3HAYEH 8 Kayecmee Nnepeou TUHUU
mepanuy. Ilpu  ananuze  s¢pgpexmusnocmu  mumomana** y 246  nayuenmos ¢
pacnpocmpanennvimu  popmamu AKP (IV cmaous ENSAT) 6 26% nabmodenuti ommeuen
obvexmuenwli omeem 6 coomeemcmeuu ¢ kpumepuimu RECIST (11 nayuenmos — noauulil

omeem, 52 — wacmuunwiti omeem) [108].

3.2.9 PexomeHnayeTcsi ManyeHTaM B3pOCJIOro M JIETCKOro Bo3pacta ¢ HeomepabenbHbiM AKP,
HAJIMYMEM PACIPOCTPAHEHHOTO METACTaTUYECKOro Mpoliecca, ObICTPBIM MPOTrpecCHpOBaHHEM
3a007€BaHUs TPOBOAUTH XHUMHOTEpPANHUI0 TIO cXxeme #oromo3ua™™, #moxcopyOuruu™*,
#iucrmatuH**  (pekuMm npuBefieH B Tabmuie 13 — Ha (GoHE MPOMOIDKAIOIIETOCS IpHeMa
#muToTaHa** exenHEeBHO B J103€, 00ECIEeUUBAIOIIEH €ro CoJepaHWe B CHIBOPOTKE KPOBU Ha
ypoBHe 14-20 Mkr/ma 6e3 mepepbiBa MEXIy LUKIaMH xumuoTepanuu (cxema EDP-M mns
B3poCHbIX mnanueHtoB, cxema EDP-M nporokona ARARO0332 y gereit) [105, 231, 244].
[IponokUTENBHOCTS TEpanuu 6-8 KypcoB, 3aT€M MPOJOHKAETCA MOAACPKUBAIOIIAs TEparus
#muToTaHOM™** B 7103€, 00ECMIEYNBAIOIICH €T0 Co/Iep)KaHNe B CHIBOPOTKE KPOBH Ha ypoBHE 14-20
MKT/MJI.

J1st B3pocabIX YpoBeHb YOeQUTEIbHOCTH PeKOMEHIAUMii — A, YPOBeHb NOCTOBEPHOCTH

I0Ka3aTeJbCTB — 2.
Jas nereid YpoBeHb YyOenuTeJbHOCTH pekoMeHaanuid — C, ypoBeHb J0CTOBEPHOCTH

I0KA3aTeJILCTB — 4.

Kommenrapuii.  Haubonee — sppexmusnuviv — pexcumom — mepanuu,  no  OAHHbIM
panoomuzuposannozo uccireoosanusi FIRM-ACT, npusnana xombunayus Homonoszuoa**,
#ooxcopyouyuna** u #yucnramuna®* ma one nocmosmnHoco npuema mumomana** (cxema
EDP-M). Hccneoosanue sxaouano 304 nayuenma c pacnpocmparennvim sapuarnmom AKP.
Hasnauenue xombunayuu EDP + m no3eoauno oocmuyb 4acmomsl 00beKMUBHLIX OMBEmos

23,2% u meouanwr BBII 5 mec. [105].

Tepanesmuueckue onyuu 0131 Oemckou nonyiayuu nayuenmos ¢ AKP maxoce eecoma
02PaHUu4ensbl U 8 YeloM cosnaoaiom ¢ maxogvimu 0as e3pocivix [109] oxazamenvnas 6asza
OCHOBAHA NPEUMYUeCTNBEHHO HA Pe3VIbMamax UCCIe008anUll C yuacmuem 63pOCivlX NAYUEHM OB,
uccne008anus ¢ yvacmuem oemeti eOUHUUHbLE, XAPAKMEPU3YIOMCs Maiblm 00vbemom ebl0opku. B
uccneoosanuu ¢ yuacmuem 11 demeti c pacnpocmpanenuvim AKP noamnwiii unu uacmuyrslii omeem
docmuenym 6 81% cnyuaes (9 nayuenmos) npu npumenenuu npomoxoia EDP-M ua ¢hone

docmudiceHust mepanesmuyeckol Konyeumpayuu mumomana™** 6 kposu [110]. Ilpomoxon EDP-
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M ucnonvzyemcs 6 xauecmee 1 quHuU NOIUXUMUOMEPANUU, 6HE 3ABUCUMOCHU OM B03PACMA
nayuenma (cm. Tabn. 13). B knunuyeckoil npakmuxe 0711 83pocivix nayuenmog ¢ AKP naubonee
4ACMo UCNONBL3YEMCs Nepsbill PedcumM 003UPOBaAHUs, 6 OemCKOU NONYIAYuU — 6Mmopou u

uemeepmolil.

YV nayuenmos c¢ mnenepenocumocmvlo mumomana** (pazeumuem mANCENbIX HEKYNUDYEMbIX
NOOOYHBIX AGTEHULL NPU KOHYEHMPAYUU MUMOMAaHa ** 6 pamkax peghepeHcHvIX 3HaueHuti) 0onycKaemcs

npoeedeHue xumuomepanuu ¢ UCKIHIOYEHUEM U3 CXEMbL MUMOMAHA *E

3.2.10 Pexomenayercss B3pOC/AbIM TManueHTaM C HeomepabenbHbiM  AKP, Hammuuem
pacnpocTpaHEHHOTO METAaCTaTUYECKOTO MpoIiecca, OBICTPBIM MPOrpeccUpoBaHUEM 3a00JIeBaHUS
MIpU HAJIMYWK TPOTHUBOIIOKA3aHUK K Ha3HaueHHIo aHTpanukinHoB (LO1DB: AnTpanukiuHbel u
POJICTBEHHBIC COCTUHEHHS) MPOBOAWUTH IIUTOTOKCHYECKYIO TEPAMHI0 MO CXeMe #ITOmo3um**,
#uucrutatun™**/#xapbomnatun™* (pexxuMm npuseaeH B Tabnuue 13 — Ha ¢poHe MPOIOKAIOIIETOC
npreMa MUTOTaHa™** ekeTHEBHO B J103€, 00ECTIIEUNBAIOIIEH €ro Co/IepKaHne B CBIBOPOTKE KPOBU
Ha ypoBHe 14-20 mkr/miu 6e3 mepepbiBa MEXIy IUKIaMu xumuoteparmu [111, 117, 216, 226,
249]]. IlpomomXKuTEIbHOCTh Tepanmuu 6-8 KypcoB, 3aTe€M MPOAOJIKAETCS MOAIECPKUBAIOIIAS
Tepanusi MUTOTaHOM** B J103€, 00€CTIeYMBAIOIICH ero coiepKaHme B CLIBOPOTKE KPOBU HA YPOBHE
14-20 MKr/mi1.
YpoBeHb yoeauTeabHOCTH pekoMeHaauuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3ATEeJILCTB — 4.
KommenTapuii. B Hebonvuiom pempocnekmusHoOM UCCIe008aHUU U3VYANACL IDDEKMUSHOCHb
KomOuHayuu  H monozuoa** u  #Hxapbonramuna®* 6 mepanuu memacmamuueckozo iU
MmecmHuopacnpocmpanennoco AKP  y  nayuenmos ¢ npomuonoKa3aHuAMu K HA3HAYEHUIO
Hyucnnamuna** [111]. B uccnedosanue Ovliu 6xnouensvt 12 nayuenmos, u3z KOmopwix 7 noaydaiu
Xumuomepanuio Ha Gorne mumomarna™*, 5 6ez mumomana™®*. 400 nabnooanace y 33% nayuenmos
(n=4), 6ce omeemvl Ha Neyenue ObLIU YACMUYHBIMY, cmadutuzayus 3aoonesanus — makdice y 33%
(n=4). Meouana OB cocmasuna 17,2 mec. Taxum 006pazom ModicHo coenamsv 861600 0 803MONCHOCU
Ha3HayeHus KomoOunayuu #Hsmonozuoa™*, #Hxapoonramuna™** u mumomana** y nayuenmos c
Hanuuuem npomueonoKazanull Kk fyucniamuny™**.

V' nayuenmos c nenepenocumocmolo mumomana** (paszeumuem mANCENbIX HEKYNUPYEMbIX
NOOOYHBIX AGTIEHULL NPU KOHYEHMPAYUU MUMOMana ** 6 pamkax peghepeHcHvIX 3HaueHuti) 0onycKaemcs

npoee()eﬂue xumuomepanuu ¢ UCKTIIOYEHUEM U3 CXEMbL MUMOMAHA *k

3.2.11 PekomeHayeTcsi pacCMOTpPeTh J00aBJIICHHE JIOKAIBHBIX METOJOB  KOHTPOJIA
(Xupyprudeckoe Je4eHHe, CTepeoTakcuieckas ydeBas Ttepamus/xupyprus (Kondbopmuas

TUCTaHIIMOHHAs JrydeBast Tepanusi, B ToM uuciae IMRT, IGRT, VIMAT, crepeorakcuueckasi.),
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MHTEPBEHIIMOHHBIE BMEIATENIbCTBA) Y B3POCIBIX MAlMEHTOB C OJUTOMETaCTaTUYECKUM
3a0oNieBaHNEM TPU KOHTPOJIIE 3a00eBaHus Ha (hOHE CUCTEMHOU Tepanuu He MeHee 6 mec [8, 112,
217].

YpoBenb yoeauTeabHOCTH pekoMeHaauuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3ATEeJILCTB — 5.
Kommenrtapuii. Oxono 20% nayuenmog umerom OaumenvHblii KOHMPONb 3a0071€8aHUs Nocie
npPOBeO0eHHO20 JleyeHus, OaHHble NAYUeHmvl MO2ym OblMb KAHOUOAMAamu OJid XUPYpeuuecKozo
Jleyenuss nocie 3asepuienuss niamunocooepicawjei xumuomepanuu [112]. B mneborvuiom
PempoCneKmusHOM UCCLe008aHUL, BKTIIOYUBUEM 58 NAYUEHmMOo8, pe3eKyus OCIMAamo4HOU Onyxonu Ha
¢hone konmpons 3abonesanus nocie 6-8 yuknos xumuomepanuu Ii aunuu no cxeme EDP-M  6Ovina
gbinonHena 26 nayueHmam, Oviia 0OCMOBEPHO ACCOYUUPOBAHA ¢ YyeenudeHuem meouanwvi BBII no
cpasHenuro ¢ epynnoi Habmooenus - 13,1 npomus 7,4 mec. (p = 0,053) u meduanvt OB- 29,8 mec. u
10,8 mec. (p=0,0001) coomeemcmeenno. Ighpexmuenocmo n0006H020 nooxoda y demeii ¢ AKP e
OYEHUBANIACH, YeNleco00pasHa KOHCYIbMAayusi NAYUEeHMOos ¢ OIU20Memacmamuyeckum 3a00neeanuem

co cneyuanucmamu (hedepanvHuix yeHmpos [244].

e 3.2.12 PexkoMeHayeTCH BBINIOJIHATH BCEM NanueHTam ¢ Metactatnueckum AKP nipu nmomo3pennu
Ha cUHIpOM JIMHYa BBINOJIHATH UMMYHOTUCTOXMMHUYECKOE UCCIIeI0BaHME ¢ anTuTenaMu K MSH2,
MLH1, PMS2, MSH6 (A08.30.040 Omnpenenenuie mytanuii B renax MLH1, MSH2, MSH6, PMS2
MMMYHOTHCTOXUMHUYECKUM METOIOM) [TIpeAnouTuTeabHbIN MeToa]| wiu [P nis onenku ctatyca
MHUKpOCATEJUIUTHOM HECTaOMIBHOCTH (A27.30.001
oTpeieNieHue MUKPOCATEITUTHON HECTAOMITBPHOCTH B OMOTICUITHOM (OTIepallMOHHOM) MaTepuae

metoaom [P (8, 113).

YpoBeHb yoenuTeabHOCTH pekoMeHaauuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3ATEeJILCTB — 4.
KommenTapmii. V 3-6% nayuenmos onpedensiemcs 6blcOKUli ypOBeHb MUKPOCAMELIUMHOU
nHecmabunvbHocmu (MSI-high), umo sensemcs nokazanuem 01 HasHaueHus HnemoOporuzymaba™** e

Kauecmee 6mopoti u nociedyowux aunutl mepanuu [114].

Taouauna 13. PesxuMbl Tepanuu, ucnojib3yeMble B KauyecTBe 1 JIUHMU Tepanuu

Pexum IIpenaparsl

1. EDP+M (mns B3pocneix | #ITomozua**  100mr/m2  B/B BO 2-4-ii  aHUT

TAIIMEHTOB) #nokcopyommmua** 40mr/mM2 B/B B 1-i  nmeHpt
#uucrmatua** 40mr/m2 B/B B 3-it m 4-it gam. Kypc
kaxkapie 28 aHed. OpHoBpemeHHO ¢ XT—murtoran**

52




CXCIHCBHO B 103€, OGGCHG‘-II/IBaIOH_IQI\/II €ro COACPIKAHUC B

KpOBHU Ha ypoBHE 14—20 MKr/mi1, HEIPEPHIBHO

2. EP+M (s B3poCibIxX

MaIMEeHTOB)

#9tomo3un** 100mr/m2 B/B B 1-3-i1 A+
#iucrmatua** 75 mr/mM2 B/B B 1 nens. Kypce kaxasie 21
neHb. OnHoBpeMeHHO ¢ X T—muToTaH ** exxeTHEBHO B
1103€, 00eCIIeYynBaIoIIei ero coepkaHne B KPOBU Ha

ypoBHE 14-20 MKT/MJI, HETIPEPHIBHO

3. EC+M (s B3poCibIxX

TAIIMEHTOB)

#Otomo3un**  100mr/m2 BB B 1-3-f  gHUt+
#rapooratua®* AUCS B/B B 1 menb. Kypc kaxsie 21
neHb. OpHoBpeMeHHO ¢ XT—muTOoTaH** exeaHEeBHO B
03¢, 00ecrevrBaroOIIed ero cojaepKaHhue B KPOBH Ha

ypoBHE 14—20 MKT/MJ1, HETIPEPHIBHO

4. EDP-+M (mpotokon
ARARO0332 g

nanuentoB 0-18 ner)

#2tonmo3un**  100mr/M2 BB B 1-3-i  gHUt
#nokcopyourmua** 25mr/mM2 B/B B 4 — 5-ii genpt
#iucrmatua** 50mr/m2 B/B B 1- 2-it gau. Kypc xaxasie
21 nenb. OmHoBpeMeHHO ¢ X T—#MuToTan ** exxenHeBHO
B J103€, 00CCIIeunBaIOIIEH ero cojep:KaHue B KPOBH Ha

ypoBHe 14-20 mkr/mi1, HenipepsIBHO [231, 244].

5. #Muroran** odd-
neio (Bcem

MaIMEHTaM)

©KETHEBHO B /103¢, 00ECIICUNBAIOIICH €T0 CoAepKaHHe B
CBIBOPOTKE KpoBM Ha ypoBHe 14-20 wMxr/ma 6e3

MepepbiBa MCKAY HUKIAMU XUMUOTCpAITUN

Hedenu [242].

3.2.13 PexoMeHayeTcsl TIAIUEHTAM C BBICOKUM YPOBHEM MHMKPOCATEIUIUTHOW HECTAOMIHHOCTH
(MSI-H) na3naunts nemOponuzymad** B3pocasim 200 mr B/B kaxkabie 3 Heaenu wiu 400 mr B/B
KakJible 6 Henleb B BUC B/B MHGY3un win #iemoponmn3ymad™* + muroran ** B kauecTBe BTOpOi
U MOClenyomux JUHUN Tepanuu Metactatudeckoro AKP. IIpomomkuTensHOCTh Tepanuu 110
MIPOrPEeCCUPOBaHUs 3a00JICBaHUS WM HEMPUEMIIEMOW TOKCUYHOCTH, HO He Oonee 2x set [114-

115, 246]. lo30Bblil pexum #nemOponuzymaba** y nereil coctaBisieT 2 MI/KT B/B Kaxble 3

YpoBeHb yoeauTeabHOCTH pekoMeHaauunii — C, ypoBeHb J0CTOBEPHOCTH I0KA3ATEeJILCTB — 4.

Kommenrtapuii. B ucciedosanuu I ghazwr 6vina uzyuena s¢hgpexmusnocms nembponusymadba™* ¢
Kauecmee 21 u nociedyiowux TuHUL mepanuu memacmamuyeckux onyxoneu ¢ MSI-H, ucknouas

konopexmanvrwiil pax [114]. Tepanus nemobporusymabom™* 6 dose 200 me xasxcovie 3 nedenu
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npPOBOOUNACH 00 NPOSPECCUPOBAHUS 3A001e8AHUSA UTU HENPUEMAEMOU MOKCUYHOCIMU, HO He bollee
2x nem. Bceco 6 uccnedosanue exnioueno 233 nayuenma, 6 mom uucie 5 ¢ AKP. Yacmoma
0bvexmugHo2o omseema cocmasuia 34,3%, meouana svixcusaemocmu b6e3 npoepeccuposanus 4, 1
mecayes. QOHo- u 08yXIemHss 8blxicusaemocms bes npoepeccuposanus cocmasuau 33,9 u 29,3%
COOMBemcmeeHHo.

Dgppexmusnocmv  nembponuzymadba™*  uzyuanace npu pacnpocmpanennom AKP  nocne
npoSpeccuposaniisl Ha NPeoecmeyIoux PeXcumax xumuomepanuu Hesasucumo om ypoeus MSI. B
00HOM U3 ucciedosaruil 11 ¢hazvl OvL10 sr0Ouero 39 nayuenmos c npocpeccupyrowum AKP. [layuenmoi
nonyuanu nemoponuzymao** 6 0oze 200 me 6/6 kasxcovie 21 0eHb 00 npoepeccupo8anuust i pazeumust
HenpuemiemMol moxcuuHocmu, Ho He Oonee 24 mec [115]. Ilpu smom npuem mumomana™** ne
odonyckancs. Yacmoma ob6vekmusHoeo omeema Ha mepanuro nemoporuzymadom™* cocmasuna 23%,
KOHmMpOJb 3a 6one3Hbio — 52%, meduana evixrcumaemocmu 6e3 npoepeccuposarus — 2,1 mec., meouana
npooonxcumenvHocmu  ocuzhu — 24,9 mec. 'V wecmu nayuenmos (16%) Oviiu 6viseneHvl
2eHemuyecKue Hapyulenus 6 cucmeme penapayuu Hecnaperuwvix ochosanuii JJHK (dMMR/MSI-
H). U3 nux y 08yx ObL1 evisgien uacmuuusil omeem, y 08yx — cmabunuzayus OonesHu, euje 06a
nayuenma npocpeccuposanu Ha mepanuu nemoponuzymaoom**. Ipu smom cmamyc dAMMR/MSI-H ne
SABNANCS BHAUUMBIM MAPKEPOM, NPeOnoazarwum omeem na nemopoaruzymao** (P=0,61)

Cnedyem ommemums, ymo 3¢ppexmusnocms nemoporuzymada** npu aopeHokopmuKaibHOM
pake usyyanacb monvko 6 MoHopexcume. — Kombunupoeanue mumomana** c opyeum
UHCUOUMOPOM KOHMPOIbHLIX MOYEK UMMYHHO20 Omeema- agerymabom ™™ npuseno k ygeauyeHuro
yacmomol Hedicelamenviblx seinenull 3-4 cmenenu ¢ 8% 0o 24%, 6 mom uucie nosvluerus ne4eHouHbIX
mpancamunaz 3-4 cmenenu, Komopoe 6Cmpedailoc MoabKo 6 2pynne KOMOUHAYUU ¢ MUMomanom**
(8% npomue 0%) [116].

Oo0Hako y 83pocbix nayueHmos ¢ 2UNepKopmuYU3Mom 4enecooopasHo HazHaveHue KOMOUHayuu

H#nemobponuzymaba™* u mumomana **[246].

3.2.14 PexomeHayeTcsl pPacCMOTPETh I B3pOCIBIX MAIMEHTOB HAa3HAYCHHE TEparuH
#nemOponmzymad** +/- MuTOTaH™* B KayecTBE BTOPOM M TMOCJICAYIOMUX JIMHUA Teparuu
metacratuueckoro AKP y nayuenmos c onyxonamu 6e3 Ooegpexmog penapayuu HecnapeHHbix
ocnosanuti  (MSS) co cmamycom ECOG 0-1. IlpofoiKUTEIBHOCTh TEpaluu 10
MPOTPECCUPOBAHMS 3a00JIE€BaHUS WIM HETPHEMJIEMONH TOKCHYHOCTH, HO He Ooiee 2x set [115,

246].

Yposens yoeanTeabHocTH pekoMenaanuii — C, ypoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB — 4.
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KommenTapuii. Opgexmusnocmv nemoponuzymadba™* usyuanace npu pacnpocmpanennom AKP
nocie npozpeccuposaHiis Ha NPeouecmsyIoUxX PeXCUMAax XUMUOMepanuu He3a8UcCUMo Om YpPOoGHs.
MSI. B oonom u3 uccnedosanuti Il ¢hazvl 6vi10 exnroueno 39 nayuenmos ¢ npoepeccupyrouum AKP.
Tayuenmul nonyuanu nemoponruzymad** 6 0oze 200 me 6/6 kasicowie 21 0enb 00 npocpeccuposanus unu
Pazeumusi HenpuemaemMor MoKcuyHocmu, Ho He oonee 24 mec [115]. Ilpu smom npuem mumomana™*
He donyckancs. Yacmoma 06vekmusHo20 omeema Ha mepanuio nemoporuzymaoom™* cocmasuna 23%,
KOHmMPOIb 3a 60ne3HbI0 — 52%, Meduana evidcumaemocmu 6e3 npoepeccuposarus — 2,1 mec., meouana
npooonxcumenvHocmu  ocuznu — 24,9 mec. 'V wecmu nayuenmos (16%) Oviiu 6viseneHvl
2eHemuyecKue HapyuwleHus 8 cucmeme penapayuu Hecnapennvlx ochosanuti JJHK (dMMR/MSI-
H). U3 nux y 08yx ObL1 evisgien uacmuuusill omeem, y 08yx — cmabunuzayus OonesHu, euje 06a
nayueHma npoepeccuposanu Ha mepanuu nemoponuzymaoom **. Ipu smom cmamyc dAMMR/MSI-H ne
SABNANCA 3HAUUMBIM MAPKEPOM, npeononazaowum omeem Ha nemoporuzyma6d™** (P=0,61). B
uccneo0o8anuu KEYNOTE-051 y 2/4 neouampuyecKux nayueHmos c
npoepeccupyowum/peyuousupyrowum  AKP  3aghuxcuposan uacmuunviii omeem Ha @oHe
mepanuu #nemoporuzymabom™** [242].

OO0Hako y 83pOCivblX NAYUEHMOB ¢ CUNEPKOPMULUIMOM YeNeCOOOPA3HO HAZHAYEHUe KOMOUHAYUU

H#nemobponuzymaba™* u mumomana™** [246].

3.2.15 PexomeHayeTcsl B3pOCIbIM MAallMEHTaM C MPOrPECCUPOBAHMEM HE paHee 6 Mec. moclie
3aBEpUICHUS] TUIATUHOCOJAEpIKAIe XUMHOTEpanuu 10 TmoBoay wmeracratuyeckoro AKP
paccMOTpeTh MpPOBEACHUE pe-MHAYKLIUU IUIATHHOCOJEp)Kalled XuMuorepanuu Ha (oHe
npojoJDKaroIerocss mnpuemMa MuTotaHa*™*. IIpm  JOCTIDKEHMM TIpeAeiIbHO  JIOMYCTUMOMU
KYMYJISITUBHOM 10361 #10KcopyOunmaa™* (450 Mr/m2), peKOMEH10BaHO MPOI0KUTH ITPOBEICHHE

xumuoTepanuu 1o cxeme EP/EC no 6-8 mukmos [117].
Yposens yoeanTeabHocTH pexkoMenaanmii — C, ypoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB — 4.

Kommenrtapuii. B nebonvuiom pempocnekmugHom ucciedosanuu, sxuoduswem 17 nayuenmos,
ObLIO NOKA3AHO, YMO HA3HAYEHUe pe-UHOVKYUU NIAMUHOCOOepAHcauell XumMuomepanuy npu
becniamuHogom unmepsane He meree 6 mec. no38oasem 00OUMbCs KOHMpOos 3abonesanus > 6
mec.y 52,9% nayuenmos [117]. Meouana BBII cocmasuna 6,17 mecayes. B nacmosawuii momenm,
NPUHUMASL 80  BHUMAHUE  eOUHUYHble  MENHCOYHAPOOHble  NYyOnuKayuu, onucvleéaoujue
UCNONIb3068aAHUE CXeM  NPOMUBOPEYUOUBHOU Mepanuu  83pOCiblX NAYUEHMO8 HdAd OYeHb
02PaHUYEeHHOU epynne nayuenmos neouampuyecKozo 6o3pacma c
npoepeccupytowum/peyuousupyrouum AKP, cmanoapmul yumocmamuueckou mepanuy mopou
aunuu  y Oemeti 0-18 nem ¢ AKP Hnedocmamouno usyuenvr [244]. [lpu paszeumuu
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peyuousa/npoepeccuu 3abonesanus y oemetl u noopocmkos ¢ AKP neobxoouma xoncyromayus

co cneyuanucmamu gedepanvuvix yeumpos [251].

3.2.16 PexomeHnayercsi B3pOCIAbIM MalMeHTaM C pacnpoctpaHeHHbIM  AKP  mocine
MPOTPECCUPOBAHUS HA TUIATUHOCOAEpXKAIIEH XMMHOTEpaluyd Ha3HAYeHHWE KOMOWHAIUU
#remuurabuHa** u #KarmeuurabuHa™* 10 MPOrpecCUPOBAHUS WM HEMPHUEMIIEMONW TOKCUIHOCTH
Ha (poHE MPOAOKAIOMIETOCS MpUeMa MHUTOTaHa** eXeTHEBHO B J03€, 00€CIeUnBarOIIeH €ro

CoJZiep)KaHuE B CBHIBOPOTKE KpPOBH Ha ypoBHe 14-20 Mkr/mi 6e3 mepepbiBa MEXIy IUKIAMU

xumuoTepanuu [8, 118-120, 214, 215, 226].

YpoBenb yoeauTeabHOCTH pekoMeHaauuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3aTEJIbCTB — 5.
KommenTapmuii. Yacmoma obvexmusnozo omeema na one #Heemyumabun**-cooeparcaweti
xumuomepanuu cocmagniem 4-7%, npumepHo y NONOBUHbI NAYUEHMO8 YOaemcs O00CMUib
KOHmponsi 3aboneéanuss He MmeHee 4 mecayes. B naubonee KpynHom pempocneKxmusHOM
ucciedosanuu,  oyeHusuwiem  dghgexmusHocmo  Heemyumadbun**-cooepocamux - percumos
Xumuomepanuu npu MemacmamudecKkom AKP (n=145), 8 mom yycre
Heemyumaoun**+#raneyumadbun** (n=132), yacmoma obvexmusrnozo omseema cocmasuna 4,9%,
a meouana BBII - 12 nedenv [119]. Ilpu smom 6 uz 7 00beKmMusHviX 0meemos HAbnoo0amUch y
nayuenmos, OOCMUSWUX Mepanesmuyeckou Kouyenmpayuu mumomana™*. Takum obpazom,
KomoOunayus Heemyumabuna™** u Hxaneyumadbuna®* 6Oez mumomana** wiu npu HU3KoU e20
KOHYeHmpayuu 8 Kposu 001a0aem MUHUMATbHOU KIUHUYECKOU 3)heKmUsHOCmbIo, 4Umo onpeoensiem
HeobX00UMOCHb NPOOONCEHUS MePanuy. MUMomanom™* u noodepaicanus e2o0 mepanesmuyeckol

KOHYeHmpayuu 0adice nocjie npoepeccuposaniisi 3a001e6anust Ha oHe Mumomana™*.

3.2.17 PexoMeHayeTcsl B3pOCIBIM TAIMEHTaM PacCMOTPETh OTMEHY MHUTOTaHa** B TpeTheil u
MOCTIEAYIOIUX JIMHUAX Teparuu y NallMeHTOB ¢ OECIUIaTHHOBBIM UHTEPBAIOM MeHee 6 Mec. Mpu
OTCYTCTBHM TPHU3HAKOB Trumnepkoptuiusma. Ilpu ero yaoBIeTBOpUTENbHONW MEPEHOCUMOCTHU
pEKOMEHIyeTCsl MPOJAOJKUTh MUTOTAH ** Ha MPOTSHYKEHUH BCEX MOCIEAYIOMUX JIMHUN Teparnuu

[120, 121, 214].
Yposens yoeauteabHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH J0KA3aTeJIbCTB —S.

Kommenrapuii. [llayuenmovr ¢ npoepeccuposanuem Ha 2x u 0Oonee JuHUAX mepanuu C
pesucmenmuocmoto K npenapamam niamunvl (LOIXA) (becnnamumnosviti unmepsan menee 6 mec.)
umerom Kpaiine HeONa2ONPUAMHbIL NPOSHO3, MeOUaHa o0well BbIHCUBAEMOCIU 6 PA3TUYHBIX
UCCe008aHUSX KaK \C éKIoueHuemM Mumomana, maxk u oes neeo cocmasnsem 6-7 mec. (155, 218) 6

Ces3U C Uem npu nuoxou NnepeHocumMocmu Mmumomana ** gozMmooicHa e2o ommena.
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e 3.2.18 PexomeHayercsi B3pOCIbIM TanueHTaM ¢  pacnpoctpaHeHHbIM AKP  npu
MIPOTPECCUPOBAHNM Ha TUIATHMHOCOACpIKAIIelH M #reMuuTaOuH™*-comepikamieldl XMMUOTEeparuu
paccMOTpeTh  Ha3HaueHHe #remoszonomMuaa**  +/-  MUTOTaH**  eXeAHEeBHO B  JI03€,
o0ecreynBaroIeii ero cojepx aHue B CHIBOPOTKE KpOBU Ha ypoBHE 14-20 MKr/mu 6e3 mepepsiBa
MEXIy HMKIaMu XxuMmuotepanuu [ 155, 226].

YpoBeHb yoeauTeabHOCTH pekoMeHaauuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3aTeJILCTB — 4.
KommenTapuii. B pempocnexmusHom — uccredosanuu, — uzyyasuiem  3¢@hekmueHocmy
#memozonomuda™** ¢ kauecmae 21 u nociedyowux MuHUL Xumuomepanuu memacmamuseckoeo AKP
yacmoma o00vekmusHoeo omeema cocmasuna 21,5% (N=6/28), meduanvi evlocusaemocmu 6e3
npocpeccuposarus u oowell svidcusaemocmu cocmasunu 3,5 mec. u 7,2 mec. coomeemcmeento [1535,
226].

Pexxumbpl  XUMHOTEpanuu, TMPUMEHSIEMble BO 2d H TOCIHSAYIOUIMX JIMHUAX JICYCHUS

pacrpoCTpaHEHHOTO paka KOpPbl HA/IMOUYEYHUKOB, TIPEICTaBICHBI B TabnuIe 14.

Taoauna 14. PeskuMbl 0JIUXMMHUOTEPANINN, HCIIOJIb3yeMble B KayecTBe 2 JTMHUM Tepanuu

Pexum IIpenaparsl

GemCap+M (s B3pocnbix | #l emuuradbun®* 800 mr/M> BB 1, 8 gHm +
MAlMEHTOB) #ranmerutabun ** 1500 mr/cyT BHYTph exenHeBHO. Kypc
kaxasle 21 gensp. OmHoBpemenHo ¢ XT—-muroran™**
€XKEJTHEBHO B J103¢, 00eCIICYMBAIOIICH €ro COJCpIKaHuE B

KpoBHU Ha ypoBHE 14—20 MKr/mMI1, HEIPEPHIBHO
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#lemimrabun** 800 wmr/M> BB 1, 8 gHm +

GemCap+M
emCap+M (s B3pociLIX #xaneuutabun ** 1650-2000 mr/m2/cyt BHyTph 1-14

TAIIMEHTOB)
nenb. Kype xaxasie 21 nenb. OmHoBpemeHHo ¢ XT—
MMTOTaH ** eKeIHEBHO B J103¢, 00ECIIEUMBAIOIIECH €ro
colepkaHue B KpoBM Ha ypoBHe 14-20 MKr/mi,

HEIPEPBIBHO

#Temozomomun ** 200 mr/m2/cytku BHYTph 1-5 mHH.

#Temozomomun ** +/- M .
Kypc xaxnbie 28 pgueir. OpHoBpemeHHo ¢ XT—

(7151 B3POCTBIX MAIMEHTOB) .
MHUTOTaH ** eXeIHEBHO B [103€, 00ECIIEUMBAIOIIEH €T0
colepkaHue B KpoBM Ha ypoBHe 14-20 MKr/mi,

HENPEPBIBHO.

#IlemOpomuzymao™* +/- #IlemOpomuzymad** 200 mr B/B kamenbHO 30 MuH
MUTOTaH ** (0111 nayuenmos | kaxaeie 3 Hen win 400 Mr B/B Kaxaele 6 HeI.
83POCNI020 U OeMCKO20 LenecoobpazHo paccMoTpeTh OJTHOBPEMEHHOE
so3pacma) Ha3HA4YCHWE MHTOTaHa** npu  HEOOXOIUMOCTH
KOHTPOJISl  THIEPKOpPTHIN3MA.  [IpOJOIKUTENFHOCTh
TEpamud O TMPOTPECCUPOBAHUS 3a0O0NEBAHUS WM

HeTpueMIIEMOl TOKCUYHOCTH, HO He OoJjiee 2X JIeT.

3.3 UHoe Jeuenue

3.3.1 lucTaHIMOHHAs JIyYeBasi Tepanust

3.3.1.1 PexoMeHayeTcsi B3pOCIBIM MalUeHTaM C KOcTHbIMH MeTacTazamu AKP u GoneBbiM
CHUHIPOMOM PEIINTh BOMPOC O MPOBEACHUH MAJLUTHATHBHOW JUCTAHIIMOHHOHN JYy4eBOW Tepamuu
(A07.22.001 ucranumonHas gydeBas Tepards HOBOOOpPA30BaHMM Keje3 BHYTPEHHEH CEKpeIHu) C
IIEJIBI0 YMEHBIIEHUs1 00JIeBOro cHHApoMa. JlydeBas Tepamnusi MOXKET MPOBOIUTHCS Pa3IMIHBIMH
pexumamu (ppakimonupoBanus — 241p 3a 6 dpakmuit 3a 2 wenenu, 30I'p 3a 10 dpakuuii 3a 2
Henenu, 8I'p 3a 1 ¢paxumro [219, 247-250].

Yposens yoeanteabHocTH pekoMenaanuii — C, ypoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB — 5.

KommenTapmii. /[numenvnoe epemsi AKP cuumancsa paouoneuy8cmeumenvpHol onyxonvio. B
Hacmosujee spems uzeecmuo, umo JJJIT aensiemcs memooom v100pa 01 NAIIUAMUSHOU mepanuu
npu memacmasax AKP 6 kocmu u yenmpanvnyto nepsuyio cucmemy (30—40 I'pett). Hccneoyromes
B03MONCHOCMU KOHHOPMHOU OUCMAHYUOHHOU Ty4esol mepanuu ¢ 3D-nianuposkoii xax npu

H€p€3€Kma6€]leblx d)OpMCZ)C 3616OJZ€6CZHM}Z, maxk u 6 Kauecmee OONOJHUMENbHO20 Memood
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MECmMHO20 8030€UCmBUsl Nocle HePAOUKATbHO20 XUpPYpeuuecko2o JneyeHus. Hcnonvsosanue
nyyegoli mepanuu y Oemetl u noopocmxos ¢ AKP ocpanuueno [244]. YVuumuvieas e6vicokyro
yacmomy eécmpedaemocmu mymayuu 8 2ewe TP53 y demeii u noopocmkos ¢ AKP, nyuesas

mepanusi MOMCem no8blCUMb PUCK PA38UMUs BMOPUYHoU onyxoau [243, 244].

3.3.1.2 Pexomenayerca paccmotperb npoBenenue JJIT (A07.22.001 [ducraHunoHHas tydeBast
Teparis HOBOOOPA30BaHMiA JKeJie3 BHYTPEHHE! CEKpelrn) Y B3pPOCIbIX MAllMEHTOB B JIOMOJIHEHUE K
Teparuy MUTOTAaHOM** Ha WHAMBUYaJIbHON OCHOBE y MalMEeHTOB nociie R1 pe3exuuu B paHHuEe
CPOKH I0CJI€ Ollepaluy (B TEUEHUE MeCsI11a) IPU HEBO3MOXKHOCTHU ITOBTOPHOI onepauuu. Cienyer
y4uThIBaTh, 4r0 nposeneHue JJIT MokeT yCIO)KHHTH TOBTOPHBIE XHPYPIHUYECKHE
BMelnarenseTsa. B cBsasu ¢ ueM JUJIT He nosmkHa Ha3HAYaTHCS pyTUHHO, BOIIPOC O €€ IIPOBEICHUN
JOJDKEH pelllaThesl Ha MHIMBUyaabHOU ocHOBe [121-125, 228].

YpoBeHb yoeauTeabHOCTH pekoMeHaauuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3ATEeJILCTB — 4.

Kommenrapuii. /Jiumenvrnoe spems AKP cuumancs paouoneuyscmaeumenvHol onyxoavto. I1lo
OoanHvim  aumepamypul, npumernenue J[JIT (A07.22.001 [IucranumonHass JydeBas Teparnus
HOBOOOpA30BaHMil  jKelle3 BHYTPEHHEHW CEKpElHMH) CHOCOOHO — npedomepamums — MeCmHOe
peyuousuposanue, HO He OKaA3blédem 3HAYUMENbHO20 GIUAHUSL HA PUCK  OMOAIEHHO20
Memacmasuposarus u oowyro evidcusaemocms [121-123].

H3z6ecmno, umo umeHHO omOdaneHHble Memacmasvl AGIAOMCA NPOAGLEHUEM NOBMopa

3abonesanus 8 40-60% cayuaes AKP u oxaszvieaiom 3HayumenvHoe 6lusHuUe HA NPOSHO3
nayuenma, u ux mpyoHee sgpgpexmusno neuums. Tem He MeHee, NPOPUIAKMUKA OCTOHCHEHULL,
BbI36AHHBIX MECIHBIMU PEYUOUBAMU, CBUOCTENbCIIBYEN O B03MONCHOU NOJIb3E IYYeBOl Mepanuil.
Aowvrosanmnasn JJIT mooscem 6vims yenecoobpasnou y nayuenmos ¢ pesexyueti RI1. Cnedyem
NOOYEPKHYMb, YMO MEeMOOOM 8blOOPA Y IMUX NAYUEHMO8 ABIAENIC NOGMOPHOE XUPYPRULECKOe
emewamenvcmeo. Ilposedenue J[JIT moocem 3ampyoHums nociedyouwjue XupypeuvecKue
emMewamenbcmead u nosvicums ux puck, nosmomy JJIT ciedyem npumenums npu 000CHOBAHHOM
omKasze om NOBMOPHBIX XUPYPSULEeCKUX emeulamenbcms. Bozmooicnocms nposedenuss nosmopHuix
XUPYP2UUECKUX BMeULamenbCme 00IHCHO DblMb OYEeHEeHO 8 CReYUAIU3UPOBAHHBIX YEHMPAX.

Jlnumenvnoe epemsa AKP cuumanca paoduoneuyscmeumenvhoi onyxonvto. Ilo OaunHwbim
numepamypul, npumerenue /IJIT cnocobno npedomspamums mecmHuoe peyuousuposanue, Ho He
oKazvieaem 3HAYUMENbHO20 GIUAHUA HA PUCK OMOAIEeHHO20 Memacmasuposanus u oouyio
svlorcusaemocms [121-123].

Heoonycmuma omcpouxka mepanuu mumomaHom™** u/unu cucmemuou xumuomepanuu u3-3a

nposedernus JJIT.
Bovicokuti puck uHmpaonepayuoHHHOU ONyxoneeol OUCCeMUHayul He s81emcs NOKa3aHuem K

npogeodernutro J[JIT.
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3.3.2 3amecTuTeIbHAS Tepanvsl HAANOYEYHUKOBOH HEIOCTATOYHOCTH NPH JIeYEHUU

MHTOTAHOM**,

3.3.2.1 PexomeHayeTcsi BCeM NalMEHTaM, IMOJYYalOUIMM TEPalHil0 MUTOTAaHOM™*, MPOBOIUTH
3aMECTHTEIBHYIO TEpalHi0 HAAIMOYCYHUKOBOW HEJIOCTaTOYHOCTH. B ciydae rumepkopThiiM3Ma
HEOOXOJMMOCTh TIPOBEJICHUS 3aMECTUTEIIFHOW Tepanmuu JOJDKHA OOCYXIaThCsl HHIUBUIYAIHHO.
OnTuManbHBIMH TpenapaTtaMH SBISIOTCS TUAPOKOPTH30H**.  Ilpuem murToTaHa** mpuBOIUT K
WHAYKIIUA TEYEHOYHOTO KIUPEHCAa CTEPOHUIOB U TOBBIIMICHUIO YPOBHS KOPTH30JI-CBS3BIBAIOIIETO
rio0yJIMHA B KPOBH, B CBSI3U C ATHM HEOOXOJMMO MHUHHMYM ABYKPAaTHOE YBEJIMYCHUE CTAHAAPTHOM
JT03bl 3aMECTUTENIBHON Tepanuu HaAMOYE€YHUKOBOM HeocTaTtouHocTH [37, 126 - 129].

Yposens yoeauteabHoCcTH pekoMeHaanuil — C, ypoBeHb J10CTOBEPHOCTH J0KA3aTeJbCTB — 4.
Kommenrtapmii. 3avecmumenvryro mepanuto HaonoyeyHuKo8ou HedoCcmamo4Hocmu, 00y cl081eHHOU
npuemom mumomana**, Kak npasuno, HAYUHAIOM C Nepeoco OHs e20 npumenenus. Haubonee
PACNpOCMPAaHenHol  cmpamecuell  sA6IAemcs Cmapm mepanuu ¢ UCHOIb308AHUEM  NOTHOU
3amecmumenbHol 003bl  2IIOKOKOPMUKOUOO8, KOMOPAs OO0NNCHA, KAK MUHUMYM, 6 08a pasd
npesviuams CMaHOApPMHYI0 (cM. makice paso. 3.2.2). AremepHamusnas cmpamezusi COCIOUm 6 mom,
4mooObl HA4aAMmv 3aMeCMUmenbHy0 mepanuro 8 pedyyuposantotl 0oze — 20 me/cym suopokopmuzona™**
¢ NOCmeneHHol dcKanayuell 8 meuenue HecKoabkux Hedernv. Cymmapuas 003a 2uopokopmu3ona**
00b1uHO cocmasnsiem 50 me/cym, 00HAKO HEKOMOPLIM NAyueHmam mpeoyromcs cymounvie 003bl 00
100 me. Yuumwvigas 6vlcoxkull puck HaONOYeYHUKOBOU HeOOCMAMOYHOCMU 8 NOCAeONnepayuoHHOM
nepuooe y oemeti u NOOPOCMKO8 803MONCHO HA3HAUEHUe cUOPOKOPpMU30Ha ** enympuserto 6 0osze 50)-
100 me/m2 ¢ nocmenennvim cHudiceHue 003bl [244, 245]. Coenacno npomoxony ARAR0332
3amecmumenvbHas mMepanus HA3HAYAemcs uepe3 O0HY UIU 08e Hedelu NOcCle HaAuyana npuema
mumomana**: euopoxopmuzon** ¢ d0oze 30 me/m2 (pazdenenmviti Ha 2 unu 3 npuema 8 OeHv),
¢dryopoxopmuzon®* 0,15 — 0,2 me/cymku [240, 244, 251]. Coemecmuo c 6pavom-oemcxkum
9HOOKPUHONO020M 0034 2uopoxkopmuzoHa™** u guayopoxopmuzona™* na gone npuema mumomana**

Modcem Oblmb CKOppeKmupoearna 6 3asucumocmu om nokazameineti AKT[: Kopmu3oJia 6 niasme Kposu

[240, 244].

He cywecmsyem naoedcrno2o 1abopamoprozo mapkepa 07 onpeoeneHusi ONMuUMaibHOU 003bl
2uodpoxopmuzona **, Aodexsamnocmuo 3amecmumenbHou mepanuu HaONnoOYeyHUKo8ol
He0oCmamoyHoCmu Ha one mepanuu MUmMomaHom™* O00ndCHA OCHOBLIBAMbC HA NAPAMEMpPax
KAUHUYECKOU KAPMUHbL, MAKUX KAK apmepuanbHoe Oaglienue, nyibc, annemum, mouwHoma/peoma,
ounamuka maccvl mena. B kauecmee ecnomocamenvHvix OUOMAPKEPO8, NOMUMO KIUHUYECKOU

KapmuHwl, mocym yuumueleamocs konyeumpayuu AKTI u kanusa kposu.
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Ilpu  npucoeounenuu uHmepKyppeHmuwix 3a001esanuil, cmpecce (ncuxoiro2uyeckue Uil
msdicenvle QuuyecKue HacpyKi) Heobxo0UMo yeearudugams 003y 2n0KOKOpmukouoos 6 1.5-3 pasa
Ha epems ocmpoll ¢haszvl 3a001e8aHUA ULU MOMeHm 8o30elicmeusi cmpecca. B OanvHetiwem
yenecoobpasern 6038pam K OObIYHOU 3aMeCMUMENbHOU 003e, KOMOPYI0 NAYUEHM HPUHUMAT OO
bonesnu. B ciayuae HeB03MOMNCHOCMU NEpOPANbHO20 Npuemda 21H0KOKOPMUKOUOO8 No  JioObim
NPUYUHAM, BO3HUKHOBEHUS JI0OLIX OCHPbIX COCMOAHUU He0OX00UM nepexo0 HA NapeHmMepalbHbill

nymo ux gedenus. OnmumanbHulM NPenapamom makxice Aeiaemcs 2UOpoKopmu3on**,

Y uexomopwix nayuenmos, nonyuarowux mumoman**, mocym HaAOMOOAMbCA CUMNIMOMbL
MUHEPATKOPMUKOUOHOU —~ HeOOCMAMOYHOCIU — (2UNEepKaIuemMus, 2UNOHampuemus, 2unomoHus.,
cnabocmn), HeCMOMPsL HA NPUMEHeHUe 2TIIOKOKOPMUKOUOO8 8 NOIHOU 3amecmumenvHol 0oze. B amom
cayuae HeoOX00uUMo pewiums 8ONpoc 0 0obasieHuu K mepanuu Guyopoxopmuzona™*, ¢ yuemom

KAUHUYECKOU KaApMUHbL, YPOBHS JJIeKMPOIUMO8 U PeHUHA/aKMUeHOCmu penuna niazmol [9].

3.3.3 AHTHpPEe30pOTHBHAS Tepanusi

3.3.3.1 Pexomenayercsi B3pociabiM mnanueHtaM ¢ AKP M KoCTHbIMEH MeTacTazamMu HPOBOAUTH
aHTUpe30pOTHBHYIO Tepanuio [8 ,13].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH J0KA3aTEJIbCTB — S.

KommenTapuii. Memacmasvl 6 kocmu y nayuenmog ¢ AKP accoyuupoganwvi ¢ HU3KUM Kauecmeom
HCUBHU U3-3a OO0]Ie8020 CUHOPOMA, 6 MAKICEe C BO3HUKHOBEHUEM NAMON0SUYECKUX NepPeloMOs,
KOMApeccuyu CRUHHO20 MO32a U 2unepKaibyuemuu. B Xxode HecKoIbKux paHoOMU3upOBaAHHLIX
uccnedosanuii Il ¢hazer Ovino nokazamo, ymo umo uHeubumopwsl xKocmuot pezopoyuu (MOS5SB:
[IpemapaTsl, BIMSIOMIAE Ha CTPYKTYPY M MHUHEPAIM3AIMIO KOCTEH), maxue kax oucgocgonamol
(MO5BA) u oenocyma6** (M0O5BX04), s3¢hpexmusnbl y nayuenmos ¢ mMemacmasamu 6 KoCmu npu
NEePBUUHBIX 3T0KAYECMBEHHbIX HOB000OPA308AHULL MOIOYHOU Jicelle3bl, NPeoCmamenbHOU Jcenesbl,
neekux. Jlocmamouynvix Oanmvix 0na nayuenmos ¢ AKP 6 nacmoswee epems nem. (Oomaxo,
OCHOBbIBAACH HA IMUX PE3VIbMAMaXx, leyeHue nayueHmos ¢ KOCMHbIMU MeMAacmazamu 1100uix pakos
C NOMOWbIO AHMUPE30POMUBHOU mepanuu cmano oodwenpunamou npaxmuxou. Ilosmomy y
nayuenmos ¢ AKP u kocmuvimu memacmaszamu yenecooopasno nasnavams oucpocgonamol (MOSBA)
8 1eueOHbIX 003ax 8 couemanuu ¢ nompedienuem karvyus (A12AA Tlpenapatsl Kalblus) U UMAMUHA
D (A11CCO05 rxonexanvyughepon™*).

V nayuenmos ¢ AKP u cunepkopmuyuzmom ommeuen NOBbIULEHHbIN PUCK 2IHOKOPMUKOUOHO20
oCcmeonopo3a U OCmMeonopomuyecKux nepeiomos. JDmol epynne NaAyueHmos yenecooOpasHo

npoeedelme aHmupe30p6mu6HOL7 mepanuu C UCNOJIb306AHUEM («AHMUOCMEONOPO3HbLX 003»
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oucghocghonamos (MOSBA) unu oenocymaba™** (MOSBX04. Ilockonvky puck nepenomos Ovicmpo
CHUdlcaemcsi ~ nocie  HOPMAIU3AYUU — VYPOBHA — KOPMU30AA 6  KPOBU,  HPOOOINCEHUE

aHmuocmeonopomulteCKoﬁ mepanuu 00bIYHO He mpe6yemc;z nocie Kynupoeanusl cunepKopmuyusmda.

3.3.4 KonTpanenuus

3.3.4.1 Pexomenayercsl NMalMeHTKaM pENPOAYKTUBHOIO BO3pPacTa, NOJYyUYaIOIUM HUTOTOKCHYECKYIO
XUMHUOTEPANHIO /WA TEPANMHI0 MUTOTaHOM™* momoOpaTh (pPeKTUBHBIE METOJBI KOHTPAICTIIIHH
[130].

Yposens yoeauteabHocTH pekoMeHaanuil — C, ypoBeHb J10CTOBEPHOCTH J0KA3aTeJbCTB — 4.

Kommenrtapuii. [Jumomokcuyeckas xumuomepanuu u mepanus Mumomanom™** accoyuuposanvl ¢
NOMEHYUANbHBIMU MEPAMOEHHLIMU dhhekmamu, 8 ce:A3u ¢ 4em HacmynieHue bepeMeHHOCMU Ha
Gone npumenenus dmMux Memooos ieueHus NPOMUEoNoKasano. [na npedomspaweHusi HacmynjieHusl
HexcenamenvHol OepeMeHHOCMU — NAYUEHMKAM — PenpoOYKMUBHO20  803PACMA  Yeneco0Opa3HoO
npumeneHrue 3¢hhekmusHbvix Memo0oos8 KoHmpayenyuu (cm maxaice paszo. 5.4).

Ha cecoonswmnuii oenv uzeecmuo, umo xnemxu AKP mocym skcnpeccupogamsv 3Cmpo2eHo8ble
peyenmopwl. Kpome moeo, 8 00KIUHUYECKUX UCCIE008AHUAX ObIIO NOKA3AHO, YMO ICMPOSEHbL MO2YM
cmumyauposams npozpeccuposanue AKP 3a cuem nepekpecmuvix 63aumo0etcmsull ¢ CUSHAIbHbIMU
nymsamu UHCYIUHono0oonozo gaxkmopa pocma (IGF, insulin-like growth factor). B cesazu ¢ smum
npeonoumenue ciedyem omoasams He COOePHCAUUM ICMPO2EHbl KOHMPAYENnMUSHbIM Npenapamam
(G034 T'opmonanvHvle KOHMPAUEHMUBHI CUCHMEMHO20 O€lCMEUs) U 0apbepHbiM Memooam

konmpayenyuu [220)].

4. MenMuMHCKasl peadMIMTALMSA U CAHATOPHO-KYPOPTHOE JieYeHue,
MeJULIUHCKUE MOKA3AHUA M IPOTHUBONOKA3AHUSA K NPMMEHEHHIO MeTO/10B
MEeIUIUHCKOI peadujJnTanuu, B TOM YHCJIe OCHOBAHHBIX HA HCIOJIb30BAHUHU

NPUPOAHBIX Je4eOHbIX (PAKTOPOB

Pexomennyetest npopauth peabunuranuio (B05.027.001 Yenyru mo MeauIMHCKON peaduiuTanuu
MAIUEeHTa, MePEHECIIETO OMEePaINio M0 MOBOAY OHKoJorudeckoro 3aboneanust B05.027.002 Yemnyru
[0 MEIMIIMHCKON peaduiInuTanyy nanueHTa, nepeHecuiero xumuorepanuio, B05.027.003 Yenyru mno
MEIUITMHCKOW peabWINTAIMK MMalMeHTa, TIepeHeciero rydeByto tepanuio, B05.058.001 Ycenyru no
MEUITMHCKOW peaOuIuTaIluy MallueHTa ¢ 3a00JIEBaHUSAMHU SHIOKPUHHBIX JKenne3) manueHToB ¢ AKP,
OPUEHTHUPYSICH Ha 00IIME MPUHITUIBI PEA0MIIUTALINN TAIIHEHTOB TOCTIE MPOBEICHHBIX XUPYPTUUECKUX
BMEIIATENLCTB W/WJIM XUMHUOTEepanuu. PeaOuiuraiusi MAalMEHTOB, OIMEPUPOBAHHBIX IO TOBOAY
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TOPMOHAIPHO-aKTUBHOM  ONMyXOJIM, JIOJDKHA  BKIIOYATh NPO(PHIAKTHKY  HAIMOYECYHUKOBOU
HEJIOCTATOYHOCTH B MOCJICONEPALIMOHHOM Tiepuoe [221-223].

Yposens yoenuteabHOCTH pekoMeHaanuil — C, ypoBeHb J10CTOBEPHOCTH J0KA3aTeJbCTB — S.
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5. llpopuiaakTrka u JMCNAHCEPHOE HADJIIOeHHe, MeIUIMHCKHE OKA3AHUS U

INPOTUBONIOKA3AHUA K IPUMECHCHUIO METOA0B HpO(l)I/I.]IaKTI/IKI/I

5.1 lIpoduiaakTunka AKP

[TepBuunas npodpmiakruka AKP oTcyTcTBYyIOT.
Bropuunas npodrmaktuka nporpeccupoanuss AKP 3axmodaercs B HaajiekalieM JICUCHUH U

peryasipHOM 00CJIeIOBaHUH MAIIMEHTOB B TIOJIHOM o0BbeMe (cM. pasza. 3 u 5.2).

5.2 IMocaeonepammonuoe HadoaoaeHne nanueuTos ¢ AKP

5.2.1 Bcem namuentam ¢ AKP pexomenayercsi perynspHoe oOcienoBanue, Bkiodaromiee (1)
BU3YaJIM3UPYIOLIUE HCCIEA0BAHUS OPraHOB OPIOLIHOM MOJIOCTH, MAJIOTO Ta3a, IPYAHON KJIETKH,
(2) naGopaTopHbIe HCCIIEJOBAHUS TOPMOHAIBLHOM OMyX0JIeBOM cekpelnn. B Teuenue nepBbix 2-x
JeT OT MOMEHTa IIOCTAaHOBKM JHAarHo3a IOClie PaJUKaIbHOTO XUPYPTUUECKOro JICUECHHS
oOcneoBaHUE POBOAT He pexke 1 pa3a B 2-3 mecsila, qanee — He pexe 1 pa3za B 3 — 6 MecsIieB B
TeueHue nocieayromux 3x yet. [Tocne 5-tu et 6e3penunuBHoro Teuenuss AKP natepBamst Mmoryt
ObITh yBenuyeHsl 10 6-12 mecsueB. B ciyuae pacnpocrpanenHoro/mporpeccupyroniero AKP
penieHre 00 ONTUMANTBHON MEPHOANYHOCTH OOCIICAOBAHUS MPUHUMAETCS] WHAWBHUYaTbHO; KaK
MpaBUJI0, OHO TIPOBOJUTCS HE pexe 1 paza B 2-3 mecsma [1, 8, 9] (ecm takxke [Ipunoxenue b Puc

1. ¥ Puc. 2).

YpoBenb yoeauTeabHOCTH pekoMeHaauuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3ATEeJILCTB — 5.

Kommenrtapuii. Pecynaproe cmaouposanue onyxoneozo npoyecca 6 Ounamuxe HeoOX0IuMO JUIs
CBOEBPEMEHHOM KOPPEKIHH J1e4eOHOl MAKMUKU U NPOSHOUPOBAHUS medeHus 3a001e8aHusl.
Onpedenenue pacnpocmpaneHHOCMU ONYX01e8020 Npoyecca — BblAGNeHUs JTOKO-PecUOHAPHO20
peyuousa uiu OmoanieHHo20 Memacmasuposanus — npogooumcs Ha ocHosanuu KT epyonot
knemxu (A06.09.005.002) u xomnvromepHolu momozpaguu 0peaHo8 OPIOWHOU NOIOCMU C
BHYMPUBEHHbIM  00MOCHLIM  Kormpacmuposanuem (A06.30.005.003) wwu 18DAT-IIDT/KT
(A07.30.043 [lo3umpounas SMUCCUOHHASL MOMOSPAPUI, COBMEUeHHAs C KOMNbIOMEPHOU
momoepagueti ¢ mymopomponuvimu P®PII). /lo nacmoswezo epemenu Hem OnyOIUKOBAHHBIX
uccne008anull, NOCEAUHHbIX ONMUMATbHOU nepuoouyHocmu oocredosanusi npu AKP. B cesazu ¢
IMUM  PEeKOMeHOayuu OCHOBAHbl HA MHeHuu dxkcnepmoe Eeponeiickozo  obwecmsa
9HOOKpuHoN02086 (European Society of Endocrinology) u ENSAT.

Bcem nayuenmam ¢ AKP nokasano pe2ynsaproe nposedenue 1aO0pamopHbix mecmos OJisl
onpeoeneHus 20pMOHAILHOU ONYX0Je80lU CeKpeyuu, 4mo cnocoOCmseyem paHHeMy B6blsE1eHUI0

peyuousa/npoepeccupoganus 3aboneeanus. Oueguoro, 4mo OUOXUMUUECKOU OYeHKe, 8 Nepeyio
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ouepeob, nood1exicam cmepouoHvle 20PMOHbL U/ULU MeMAaboIUmMbl, KOMopble NPUCYMCMBOBANU 80

8pemsl OUAeHOCMUKY UCXOOHOU onyxoau [9].

5.2.2 Bcem mnammentam c¢ AKP, monydarommm Tepanmuio MHUTOTaHOM™*,| pekoMeHayeTcsi
perynsipHoe omnpeneneHne KoHieHTpanuu wmutotaHa** (A09.05.035 MWccenemoBanue ypoBHS
JIEKapCTBEHHBIX MPENapaToB B KpoBH) B KPOBH. lleneBoil auanma3oH KOHIEHTpAIMd MHUTOTaHa™* B
KkpoBu coctasisier 14 — 20 mxr/ma [8, 126, 131, 132, 215] (cMm. Taxke [Ipunoxkenue A3).

Yposens yoeanTeabHocTH pekoMenaanuii — C, ypoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB — 5.

KommenTapmii.  V3xuiti  mepanesmuueckuti  ouanazon  mumomana™®*  obycirosenueaem
HeoOX00UMOCmb  pe2yapHO20 MOHUMOPUPOBAHUL €20 KOHYEHmpayuu 6 Niasme Kposu.
Onpeoenenue yposus mumomana™* (409.05.035 Hccredosanue yposHs iekapcmeeHHbIX RPEenapamos
6 Kposu) 8 niazme ONMUMAIbHO NPOBOOUMb 8 YMPEeHHUe Yachl Yepes, no Kpatineli mepe, 12 uacos
Om MOMeHma nociedHe20 e2o npuemd.

Ha cmapme unu npu 60306H061eHUU mepanuu mumomanom™**, do mex nop, noxka ezo
KOHYeHmpayus He O00OCmMuzia yYeiegozo ypoeus > 14 mxe/mn, crnedyem nposooums
MoHumopuposanue He pedce 1 paza 6 3-4 Hedenu;, 6 OanvbHeliuem Nocie OOCMUNCEHUS U
CMAabUIbHO20 COXPAHEHUsL MePanesmuieckoll KOHYeHmpayuu 8 Kposu 00CmamouHo onpeoesms
ypogenv mumomarna** (409.05.035 Hccreoosanue yposs 1ekapcmeeHHbix nPenapamos 6 Kposu) 8
naasme Kaxcovie 4—12 neoens.

Ha cmapme unu npu 60306H0871€HUU Mepanuu Mumomanom™*, 0o mex nop, noka ezo
KOHYyenmpayus <14 mxe/mu, yenecooopazno nposooums NOCMENEeHHYI0 ICKANAYUIO CYMOYHOL
003bl NPU HOPMATLHOU NEePEHOCUMOCIU 00 OOCHUICEHUS MePanesmuyecko2o ouanazona. Ipu
noobope oONnMUMAIbHOU 003bl MUMOMAHA™™* HeobX00uMo yuumvieams O0COOEHHOCMU €20
Gapmakoxunemuku, 6  UACMHOCMU,  BbICOKVIO  JUNOQDUILHOCMb,  00YCI08IUBAIOUVIO
0enoHUpOBanUe 8 HCUPOBOU MKAHU U MEOTEeHHOEe 8bIC80O0NCOEHUE 8 KDOBL 8 OdIbHElULeM.

Bonvuwuncmeo nayuenmos ommeuaem me unu umvie nooounvie d¢hghekmol mumomana**,
8bIPANCEHHOCMb KOMOPLIX Koppeaupyem, KaK Npasuslo, ¢ e20 KOHYyenmpayueu 8 Kpoeu (CM.
makoice paszo. 3.2.2 u maon. 9). Tem He meHee, HeKOmMOpble HCENYOOUHO-KULUUEUHble NOOOUHbIE
aghghexmui (maxue xax ouapes), no-6uOUMoMmy, 8 Oobuel CMeneHU KOppeaupyionm ¢ nepopatbHou
003UPOBKOLL, YeM C YPOBHEM 8 NadsMe, U ecmpedaromes yawje 6 Hauae nevenus [8, 126, 131, 132].
Heoicenamenvhvie sgnenus negponocuiecko2o xapakmepa dauje 803HUKAIOM NpU NpesbllleHUU
konyeumpayuu 20 mxe/mn  [134-135]. [losmomy muocue 3SKcnepmvl — peKOMeHOYIOm
nooodepaicusams Konyeumpayuro 6 niazme Husxice 20 mxe/mn. Qonaxo ecmv OanHvlie 0 MOM, UMO
bonee 8vicOKUE YPOBHU MUmMomana** ¢ niasme makce mo2ym Oblms c643amvl ¢ Ooee 8bICOKOU
agpgpexmuenocmoio. Kpome mozo, Hexomopule nayuenmol He UCNLIMBIBAIOM COOMBEMCMEVIOUJUX
HedicelamenbHbIX A6NIeHUL 0axce NPU YPOBHAX 8 NadsmMe 3HAYUmenbHo aviute 20 mre/Mi.
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5.2.3 Bcem mnammentam c¢ AKP, mosydarommm Tepanmuio MHTOTaHOM™*,| pekoMeHayeTcsi
perynspHoe 00cne0BaHre Ha MPEAMET HEXKENATeIbHBIX SBIICHUH, U CBOCBPEMEHHOE X JICYCHHE
[36, 133-135].

YpoBeHb yoeauTeabHOCTH pekoMeHaauuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3ATEeJILCTB — 4.
Kommenrtapuii. [lomumo HaonoueyHukogol HeOOCMAamoyHoCmu JjeyeHue MumomaHom™**
MOXCEM  CONPOBOAHCOAMBC MHOHNCECMBOM HNOMEHYUANbHBIX HENHCENAMENbHbIX ABNeHUll  (CM
maxace pazo. 3.2.2 u mabn. 11). Bcem nayuenmam c¢ AKP, noayuarowum mepanuio
mumomanom™**  HeoOX00UMO  NPOBOOUMb  pecyisapHoe  00cledosaHue  Ha  npeomem
Hedcenamenvhvlx senenuil (Taon. 15). Basxcnocmov ceoespemennozo ux 8visasnenus u KynuposaHus

ouesuona [9].

Taoauna 15. O0bem peryasipHoro oocjie0BaHus HA (poHe Tepanum MUTOTAHOM**

HccaenoBanue YactoTa 00caenoBaHus KomMeHnTapun
Onpenenenue 1 pa3 B 3-4 Hegenu 10 | TepaneBTUUECKUI THUaNa30H
KOHIIEHTPAILIUU TOCTUKECHHUS KOHIIEHTPAIlMU MUTOTaHa** B KpOBU
MUTOTaHa** B TUTa3Me | TepaneBTUYECKOTO 14 — 20 mxr/mn
KpPOBHU (A09.05.035 | ntmanazona; 1 pa3 B 4-12
UccnenoBanne  ypoBHS | mecsna Ha dbone
JICKApCTBCHHBIX JTOCTHXEHUS u
NpenapaToB B KPOBH) CTaOWJIBHOTO COXpaHEHUS

KOHI[EHTPALUN
MUTOTaHa** B IleJI€eBOM
JMana3oHe
O6mmit (kmuanyeckuit) | 1 pa3 B 3-4 Hemenmu Ha | HeoOxomumo MOHUTOPUPOBAHNE
aHaJINU3 KPOBU CTapTe Tepamuu, fanee 1 | pelnKwux, HO MOTEHIIUATBHO
pa3 B 4-8 Hezlenp WK MPU | BO3MOYKHBIX HEXKENATEIbHBIX SBJICHUN,
HATHYUHN KIIMHUYECKHUX | TAaKUX KaK: JCHKOTICHHUS,
MOKa3aHUU TPOMOOLIUTONICHHUSI, aHEMUS
AHanus kpoBu | | pa3 B 3-4 Hemenu Ha | Heobxomumo MOHUTOPUPOBAHUE
OMOXUMHUYECKHIMA cTapTe Tepanuu, fanee 1 | moTeHUHaIbHO BO3MOKHBIX
oOmieTepaneBTUUECKHiA: | pa3 B 4-8 Helenb WK MPH | OCIOKHEHHA  OT  OECCMIITOMHOTO
AJIT (A09.05.042), | Hammaumu KJIMHUYECKUX | MIOBBIIIIEHUSI ~ TpaHCAaMWHA3  W/WIH
ACT (A09.05.041), | mokazanuii ITTII hi (o)
ITTIT  (A09.05.044), ayTOMMMYHHOT'0/TOKCUYECKOTO
menouHass  ocdaraza renatuuta (MOBBIIMICHUE MEYCHOYHBIX
(A09.05.046), dbepmenToB 6osiee SN TOBBIMIAET PUCK
KpEaTHHHUH MOPAKCHHSI ICYCHU U TPEOYET OTMEHBI
(A09.05.020),  xamui MUTOTaHa™**)
(A09.05.031), w=arpwuit
(A09.05.030), oOmMit
o6emok  (A09.05.010),
o0muii ompyOuH
(A09.05.021), rmroko3a
(A09.05.023)
Anammz  kpoBu 1o |1 pa3 B 3 wmec., npu | Heobxomumo MOHUTOPUPOBAHUE
OIICHKE HapYIICHUH | TUIEPXOJECTUPUHEMUHN MOTEHLUAIBHO BO3MOKHBIX
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JIAUIHOTO oOMeHa
OMOXHMMUYECKHIA:

X0JIECTEPUH oOmuit
(A09.05.026), JIIBII
(A09.05.004), JIIIHIT

(A09.05.028),
TPUTJIULIEPUIBI

(A09.05.025)

IUIs TOA00pa 103 CTAaTHHOB

(C10AA) BO3MOKEH
KOHTpOJIb ~ Kaxnaple 2-4
HeIen

TUIIEPXOJIECTEPUHEMMUH,
JUCITUIUACMUY, UX JICYCHHUE

HccnenoBanue ypoBHsA
THPEOTPOITHOTO
ropmoHa (TTT') B kpoBu
(A09.05.065),
UCCIICIOBAHUE YPOBHS
CBOOOJIHOTO THPOKCHHA
(cB. T4) ceBOpOTKH
kpoBu (A09.05.063)

1 pa3 B 3 mec. unu npu
HAIMYMA  KIMHUYECKHX
MOKa3aHU

Heo6xoaumo MOHUTOPHPOBAHUE
NOTEHIMATIHHO BO3MOYKHOTO
BTOPUYHOTO (C HOPMAJILHBIM YPOBHEM
TTT u Huzkum cB. T4) runorupeosa,
NPOBE/ICHUE 3aMECTUTEIILHON Teparuu
JIEBOTUPOKCUHOM HaTpus™* (224)

HccnenoBanue ypoBHsA
aIpEHOKOPTUKOTPOITHO
ro TOPMOHa B KpOBH
(A09.05.067)

1 pa3 B 3-4 Hepenu unu npu
HOIMYMA  KIMHUYECKHX
MOKa3aHUM

71a00paTOPHBIX
JIOTIOJTHUTEIILHO
HCIIOJIb3YCMBbIX JIIsL OLICHKHU
aJIeKBaTHOCTU 3aMeCTUTEIBHON
Tepanmud  TIIIOKOPTHKOPTHKOWIHOW
HEJIOCTaTOYHOCTH

MonurtopupoBaHue
MapKepoB,

HccnenoBanue ypoBHs
peHnHa B KpoBH /
Ornpenenenue

PEHUHOBON aKTUBHOCTH
Jj1a3Mbl KpOBU

(A09.05.121)

1 pa3 B 3-6 mecsueB win
npu HaJINYUU
KJIMHUYECKUX ITOKa3aHUuN

MoHuToprpoBaHue OMOXUMHYECKOTO
MapkKepa, HCHOJb3yeMOro Hapsly C

KJIIMHUYECKOU KapTUHOM s
BBIBJIICHUS  MUHEPATKOPTUKOUIHOMN
HEIOCTAaTOYHOCTH

HccnenoBanue ypoBHsA
o0Iero TecTocTepoHa
(A09.05.078) "
UCCJIEIOBAaHUE YpPOBHS
rioOynuHa,
CBSI3BIBAIOILIETO
MIOJIOBBIE TOPMOHBI
(A09.05.160), B kpoBH

Y MyxuuH Kaxasle 3-6
MECSIIIEB WJIM MPHU HATUIUHT
KJIMHUYECKUX ITOKa3aHUuN

BrisiBienue 1abopaTOpHBIX MapKEpOB
TUIIOTOHAIU3MA, pu HaJIM4uu
KIIMHUYECKOW  KapTUHBl  IOKAa3aHO
pelIeHre BOIpoca O 3aMECTUTEIbHOU
Tepanuu

Kenyoouno-kuweunvie nooouHvle 3p@exkmuvl HepeoKu, 0COOEHHO 8 nepsevle Mecsybl
mepanuu mumomanom**. I[loooeparcusaiowas mepanus 00IHCHA BKIOYAMb NPOMUBOPBOMHbIE
(A04A4) u npomusoouapetinvie npenapamuvr (A07X), eciu meobxooumo (215, 227). Cnedyem
NOMHUMb, YMO MOUHOMA/PBOMA MAKdice MOo2ym Oblmb  NPUSHAKAMU HAONOYEUHUKOBOLL
HedoCmamoyHOCmu, Komopas mpeoyem He3amelIumenbHo2o aeyenus. Bajcno ommemumon, umo
KAIOUEBbIM — (DAKMOpoOM, — BIUAIWUM HA  OOCMUNCEHUs  Mepanesmuieckozo  Ouana3oHa
mMumomana™* 6 niazme, A61A€MC UMEHHO NEPEHOCUMOCTb MEPANUL.

B cnyyae pazeumus ymepenHvix nOOOUYHbIX 2¢hdheKmos co cmopoHbl YeHMPAIbHOU HEPEHOLL
cucmemol unu KKT 003y mumomana** cnedyem chusums na 0.5—1 2/cym u nposecmu

neuenue. B
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JHCUZHEY20POAHCAOWUX NOOOUHBLX I exmos co cmoponst LIHC unu n100bIx sHcu3Heyeposcaouux
nob6ouHbIX 3¢hghekmos u / unu nosviuieHus yposHs epmeHmos nevenu > 8 5 paz, kpome I'TTII,
HeoOX00UMO BPeMEHHO NpeKpamums npuem mumomana™** u npogecmu coomeemcmsyrouyee
cumnmomamuueckoe Jneyerue. Bozoonosnenue npuema mumomana** ¢ pedyyuposanHoti 0oze
(50-75% om nocneoneti 003bl) B03MONCHO NOCHE KYNUPOBAHUS NOOOUHBIX I¢hdhexkmos noo
CMpOo2UM KOHMPOLEM COCMOAHUS NAYUEHMA.

Ha ¢one npuema mumomana** 6osmoxcno pazeumue KIUHUYECKOU KAPMUHBL
2unomupeosd, Kaxk Npasusio YeHmpaibHo2o 2eHe3a (8 ceasu c¢ uem nogviuienue TTI He
003ameNbHblll CUMNIMOM) 8 C853U C YeM HeobXxooumo pezyaapHoe onpedenerue TTI, T4 cs. u
npogeodeHue 3aMecmumenbHoll mepanuu 1e60MupoKCUHomM Hampusa** no noxasanusim (224).

Oyenxa yposneii mecmocmepona u ['CIII" 6 Ounamuke, a makce npu pazeumuu
KAUHUYECKOU KapmuHbl 2UNO2OHAOUIMA, ABNAEMCS ONPABOAHHOU Y MYWCUUH, NOLYYAIOUUX
mepanuto mumomaHom**. B ciayuae cumnmomamuxu 2uno2oHaousmMa 6 COYemaHuu co
CHUDICEHUEM MeCmOoCmepoHa He0OX0OUMO PACCMOMPemb 80NPOC 3aMeCMUMENbHOU Mepanui.

Auunuxosbiti cmepoudocenes, Kax U #eHcKas penpooyKmusHas YyHKYUs, 8 Yeiom, meHee
noosepoicenvl 6aUAHUIO Mumomana**. OoOmaxo y JHCeHWUH penpooyKmueHo20 603pacmad,
ROIYYAOWUX MUMoman **, mo2ym Habmo00amscsi MHOMCECMBEHHbIE KUCHbL AUYHUKOS.

T'unepxonecmepunemusn u/unu OUCTURUOEMUS AGTAIOMCA YACMBIMU HedHCelamelbHblMU
AenenuaAMy  mepanuu  mumomanom™*. [unorunudemuueckas mepanusi ¢ UNOIb30BAHUEM
cmamunos (C10AA) HE memabonusupyemoix CYP3A4 (npasacmamutn, po3yeacmamun u opyue
He memoboauzupyrowuecs wepes CYP3A4 npenapamol), nokazana nayueHmam, noay4aroujum
mMumoman*®*, ¢ yuyemom nNpocHO3Ad, KAPOUOBACKYIAPHLIX PUCKO8 U M.N. (Npu uHoexce
amepoeennocmu gviuie 3,5).

Pexomenoayuu no samecmumenvroti mepanuu cm. makaice 6 Ilpunoscenuu A3.

5.3 Ilporuo3

5.3.1 /1y oLieHKHM MPOTHO32a U OTPEAETICHNs ONTUMAIIBHOTO JIEYEOHOT0 allrOPUTMA HA MOMEHT
NOCTAHOBKHM  JMAarHO3a PEKOMEHIYeTCS YYHUTHIBATh cClexyomme (akTopbl:  CTaaus
3a0071€BaHusA, PE3EKIMOHHBINA cTaTyc, uHAeKCe Ki-67, aBTOHOMHAs CEKpelus KOpTH30ja U

oOmiee cocrosiHue manueHTa [136-143].

YpoBeHnb yoeauTeabHOCTH pekoMeHaauuii — C, ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB

—4.

KommenTapuii. /lpoenos AKP, 6 ochoenom, 3asucum om cmaouu 3abonesanus no ENSAT,
MmaKk Kak OHa ompaxjcaem pacnpoCmpaHeHHOCMb ONyXoaeso20 npoyecca. S-l1emHsis
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svlocusaemocmo npu I cmaouu cocmaensem 70-80%, npu Il cmaouu — 60-70%, npu Il — 20-
40%, npu IV — 0-10% coomseemcmeenno. ObOwas, HEPAHICUPOBAHHASL NO CMAOUSIM,
nAMUIeMHsA 8blocusaemocms Koaebnemes om 16 0o 38%. Meouana obwetl svidcusaemocmu
npu IV cmaouu — menee 12 mecsayes. [144-146].

Ilo pe3ynomamam psoda uccrnedosanuti [136-141], pezexyuonuwiti cmamyc u

npoaugepamusnvlil unoexc Ki-67 6viiu omuecenvl K 6ax3CHbIM NPOCHOCMUYECKUM PAKmMOpam.
Ilpu pacnpocmpanennvix gopmax 3aboresanus (bonee 40% nayuenmos Ha MOMeHM
NepeUYHOU OUASHOCMUKU) 3HAYUMENTbHOe OMmpUuyamenbHoe GIUsHUe HA CPOKU BbIHCUBAHUS
oxazvieaem cumopom eunepkopmuyuzma. Haxoney, obwee cocmosanue nayuenma sensiemcs
0UEBUOHBIM NPOSHOCMUYECKUM PAKMOPOM, 0COOEHHO 8 nodcuiom eospacme [141].

B 2015z2. epynnou ENSAT npogeden pempocneKmuHblil aHaiu3 npoSHOCHMUYeCcKoll
sHauumocmu unoexca Ki-67 npu AKP [142]. OmoenvHo ananuzuposanu Hemeykyto epynny om
ocmanvHoll Kkaxk bonee eomoeennyro. Kpumuueckue snauenus unoexca Ki-67 0viiu npursamol
om 5 0o 10%, 10-20% u 6oree 20%. Kak obwasn, max u Oe3peyuousHas GbIHCUBAeMocmb
00CMOBEPHO OMIUYANUCL KAK 6 2ePMAHCKOU, MAaxK u 6 obwel epynne npu nposeoeHuu
00HODAKMOPHO2O U MHO20(DAKMOpHO20 aHaiuza. B smom ucciedosanuu Opyeumu
00CMOBEPHLIMU NPOCHOCMUYECKUMU (PaKmopamu OKA3AIUCL pasmep ONyXoau U UHBA3US
6eHo3HbIX cmpykmyp. Ha ocnosanuu uezo 6vinu cpopmuposansvl epynnvl pucka: ¢ UHOEKCOM
Ki67 oonvwe 10% u 6orvwe 20%, naruuue 8eHO3HOU uHasuu uiu pamep onyxoau 15-20cm
NPUPABHANUCHL K mMpembell 2pYynne pucKd.

Meswcoynapoonoe uccneoosanue umoexca Ki-67 6 101 cnyyae AKP ¢ nomowwio
MpaouyuonHo20 mMemooa noocyema, 6 MOM 4Yucie — NePecMomp  HeCKOIbKUMU
cneyuanucmamu, a makdxice ¢ NpuUMeHeHuem mMemooda Yugpoeozo amaniuza uzobpaxicenutl,
NOKA3aJl0, YMo UMeemcs pazopoc pe3yibmamos, U OHU 3a8UCAm om memood. Aemopuvl npuuiiu
K 6bl800y, umo npu noocueme unoekca Ki-67 ¢ npumenenuem yugpoeozo auaiuza
uz0bpadcenull, epynnvl nayueHmos co sHavenuem uxnoexca kax 0-10-20%, max u 0-15-30%
00CMOBEPHO OMAULANUCH NO NPOSHO3Y, KO20A AHAIUUPOSANU 00WYI0 8blocueaemocmy [143].

Ilpu pacnpocmpanennom AKP (IV cmadus no ENSAT, onpeoensemas no Hanuuuro
OMOANEHHBIX MeMACmaszos8, U/uiu peyuous 3a001e6anus, He NOONeHCAUUL XUPYPSULECKOMY
neyenuto 8 obveme RO, u/unu R2-pesexyuonmviti cmamyc) OCHOBHbIMU NPOSHOCMUYECKUMU
Gaxkmopamu, c8A3AHHLIMU C XYOULUM NPOSHO30M, AGIAIOMCIA PACNPOCMPAHEHHOCMb ONYXO0U,
8blcoKUll  npoaughepamusuviti  unoexc Ki-67 u nioxo Kommpoaupyemas Onyxoneeds
CUMNMOMAMUKA.

B uccneoosanuu COG 6 nepuoo ¢ 2006 cooa 2013 200a dvino exioueno 78 demetl u
noopocmkog ¢ AKP. [lpu ananuze Oannwix 6bI10 NOKA3AHO, YMO S-nemHsas Oeccobbimuiinas

svloicusaemocmo y nayuenmos ¢ 1 (n=24), 1l (n=135), 11l (n=24) u 1V (n=14) cmaouu no COG
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cocmasunu 86,2%, 53,3%, 81% u 7,1%, coomsemcmeenHo,; 8 mo 8pems ko2oa S-1emusisi 0ouyast
svioicusaemocmo cocmasuna 95,2% npu I cmaouu no COG, 78,8% Il cmaouu no COG, 94,7%
11l cmaouu no COG u 15,6% npu IV cmaouu no COG, coomeemcmeenno. Ilpu
00HOGhakmopHoM aHanuze OblIO0 NOKA3AHO, YMO CMApWUll 803pacm, pacnpocmpaHeHHAs
cmaous, Haluyue SUpUIUZAYUY, CUHOPOM SUNEPKOPMUYUIMA, APMEPUATbHAA 2UNePmeH3Us,
mymayus 6 eene TP53, nanuuue comamuueckou mymayuu ATRX Ovinu cesazanvl ¢ xyouumu

nokazamensamu gvixcusaemocmu [231].

5.3.2 B xone nMHaMHYECKOrOo HAOJIOJCHHS PEeKOMEHYeTcsl TepecMaTpuBaTh IMPOTHO3 IPH
KaXJIOM KOHTPOJIBHOM BU3UTE JIJIA ONPEEICHUS ONTUMAIbHON TAKTUKH JedeHus. [1, 8, 9]
Yposens yoeanTeabHocTH pexkoMenaanmii — C, ypoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB — 5.

Ilocne npogedenuss paouxkanrbHO20 XUPYpeUHecKOo20 JNe4eHUsl 2AA6HbIM NPOSHOCIUYECKUM
gaxmopom aenaemcs pakm peyuousa onyxonu. B ciyuae e2o 603HUKHOBEHUSL NPOSHOCMUYECK)TO
POJIb ucparom epems. 00 Npo2peccuposanusi, pacnpocmpaHeHHOCMb ONYXO0Jleeo20 npoyeccd U
pe3ekmabenbHoOCmb.

Ilpu  memacmamuueckom AKP, cnekmp npocHOcmuueckux axmopos 6eKioyaem
nponughepamugnwiii  unoexc Ki-67, pacnpocmpanenHOCmb OnYX01€8020 npoyecca, obujee
cocmosiHue nayuenma, OUHAMUKY NPOSPecCUpo8aHus, Omeem Ha jleyeHue.

Baoicno ommemumu, umo oyeHka 3mux paxmopos 6 COBOKYNHOCMU NO360/I5em COelamb ULl
npeosapumeinbHule 8bl800bI; NPOSHOCMUYECKUE MHO20(AKMOPpHble cucmemvl 00 HACMOAUE20

8peMmeHU He pa3padbomanvl.

5.4 AKP u 0epeMeHHOCTD

5.4.1 Ilpu BBISIBICHUM OMNYXOJHM C BBICOKUM 3JIOKAYECTBEHHBIM IOTEHIMAIOM BO BpeMs
OepeMEeHHOCTH, peKOMeHAYyeTcsl IPOBEJCHHE XUPYPIUUECKOTO JICUEHUsI B KpaTdyalllne CpOKH,

BHE 3aBUCHMOCTHU OT TpuMecTpa 6epemenHoctu [ 147, 148].

Yposens yoeanTeapHocTH pekoMenaanuii — C, ypoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB — 4.
KommenTtapuii. Yuumeisas easxicnocmos Obicmpo2o u paoukanibHOo20 XUpypeuuecko2o iedeHus 0
Odanvretiuezo npoerosa npu AKP, onepamuenoe neuerue HeobXo0uMo npogecmu 6 Kpamuaiuiue
CPOKU OmM NOCMAHOBKU OUASHO3A U He3d8UCUMO om cpoka Oepemennocmu. Ilpu smom
npeosicoespementbie poosl (0cobenHo 8 mpembem mpumecmpe) u nomeps OepemMeHHOCmuU
ABIAIOMCA 04eBUOHBIMU XUpypeuueckumu puckamu. OQuesuoro, umo peuienue 06 ONMUMAIbHOU
maxkmuke jeyeHus 6epemeHHol nayueHmKu ¢ 8blCOK08eposimHuiM ouazno3zom AKP donscrno bbims
KONE2UANbHBIM, C ydacmuem MYyIbMUuOUCYUNIUHAPHOU KOMaHnObl. OHO OO0JIHCHO YYUmMbvleams

NpOCHO3 3abonesanus u PUCK ons mamepu u nnooa 6 cesA3U C OCHOBHbIM 3a001e6aHuem u
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uHmepeeHyuoHHuIMU npoyedypamu. llayuenmxa 0onxicHa ObiMmb UHGOPMUPOBAHA O BO3MONHCHBIX
PUCKAX U NPeUMYUeCMBAax XUpypeuieckozo 1edeHus 60 8pemsa bepeMeHHOCMU U OO0JIHCHA NPUHAMb
yuacmue 8 UHGOPMUPOBAHHOM 0OCYHCOEHUU.

Ha cecoonswmnuii oenv nem yOeOumenbHulX OAHHBLIX OMHOCUMENbHO 0Oe30NACHOCmU U
ONMUMATLHBIX CPOKO8 HacmynieHus oOepemennocmu npu AKP. Baowcno ommemums, umo
OCHOBHOU NpobNemoll aeisiemcs 8 yelom HeOnazonpusmuui npocHoz npu AKP, a makoce
8EPOAMHOCMb MO20, 4MO OepeMeHHOCIb MOJCem Y8enuyums puck peyuousa. Hmeromcs
ocpanudenHvle OanHvle o mom, umo AKP, eviasnenmviii 60 epems OepemeHHOCMU UNU 8
noCiepo008oM nepuooe, umeem Xyouwuli npocHo3, em y Hebepemennvix dcenuun [149]. Bovina
8bIOGUHYMA 2UNOMe3d 0 MOM, YO OGepeMeHHOCIb MOX}Cem CnoCOOCmMB08amsb pa3gumuio boee
aepeccusrozo eapuanma AKP. B mo oce epems Pauline de Corbiére u coasm. [147, 148, 150-
153] He visunIU HecaMUBHO20 GIUAHUSA DEpeMeHHOCIU HA KIUHuYecKkoe meveHue u npoeho3 AKP
V RayueHmokx, npeosapumenbHo noayyuswux Haonedxcawee nedenue AKP. Ocpanuuenusmu
uccnedosanuss AGNAOMC Mall 00vem eviooprku (17 nayuewmox, 21 OepemenHocmb) u
PempoCneKmusHblll OU3AUH, He NO380NAI0WUL 0Decneyums 00CMamo4Hy0 00CMO8EPHOCHb.

B ceéa3u ¢ kpaiinum oegpuyumom ooxazamenvholi 6azvt no npooneme bepemennocmu u AKP
HE0OX00UMO UHDOPMUPOBAMb NAYUEHMOK O 3HAYUmMeabHoM pucke peyuousa AKP 6onesnu 6
nepavle 200bl NOCIe NOCMAHOBKU OUASHO3d, A MAKIHCE O 803MOHCHOM npozpeccuposanuu AKP na

¢ghone bepemennocmu.

5.4.2 Hacrymienue 6epeMeHHOCTH Ha (pOHE Tepanuu MUTOTaHOM* *He pexomenayercs [9, 225].
Yposens yoeanTeapHocTH pexkoMenaanmii — C, ypoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB — 4.
Kommenrtapuii. [lpobrema npumenenus mumomana™* 6o epems OepemeHHOCMU C8A3AHA C
NOMEHYUATbHBIMU TEePAMOCeHHbIMU 3P ekmamu, Komopvle Mo2ym Ovimb 00YCI08NIEeHbl €20
NPOHUKHOBEHUEM Yepe3 NAayeHmy u aopeHoaumuyeckum d¢ggexmom na niood. Ha cecoonswmui
0eHb 0nYOIUKOBAHBL eOUHUYHBIE COOOUeHUsL O CTIYYAsX bepeMeHHOCmU NPU npueme Mumomana **,
Daxmuueckoe omcymcmeue O00KA3AMENbHOU 0a3bl He N03607dem cOelamb OKOHYAMeNbHble
8b1800bL 0 OE30NACHOCMU JIe4eHUst MUMOMAHOM ** 60 6pemst bepemeHHOCIU U CEA3AHHBIX C HUM
puckax. Ilayuenmka, nonyuarowas mumoman™*, dondxicna 6vime npour@opmuposana 06 3mux
puckax u obecnequms 3 HeKmusHy0 KOHMPayenyuro.

Paccmompenue 6onpoca o nnanuposanuu OepemeHHOCMU BO3MONCHO MOAbKO NOCTe
npekpawjeHus mepanuu  MumomarHom** u  cuudicenusi e2o0 KOHyeHmpayuu 6 Kposu 00
HeonpeoensieMblx 3HaueHutl (3mo modcem 3ausamo 3—12 mecayes).

B cnyuae nacmynienus GepemeHHOCMU 80 8peMs mepanuu Mumomanom** nayuenmka

ooJicHa bvimos qubopMupoeaHa O B03MOICHBIX pUCKAX onst nﬂoda, C6BA3AHHbIX C NPUEMOM
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mumomana**, u 603modxcHvlx puckax npoepeccuposanus AKP na ¢pone ommenvr mumomana**.
B cnyuae, ecnu nayuenmra sxcenaem coxpanums 6epemMeHHOCmb, JedeHue Mumomanom **

cnedyem npekpamums [9].
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6. Opranuzanusi OKa3aHus MeJUIMHCKON MOMOIIH

MenunuHCcKas NOMOILb, 32 HUCKIOUYEHUEM MEAULUMHCKONW MOMOIIM B PaMKax KIMHUYECKOU
anpoOanuu, B cooTBeTcTBUH ¢ DenepanbHbiM 3akoHOM OT 21.11.2011 Ne 323-®3 «O06 ocHoBax
OXpaHbl 310pOBbs TpakaaH B Poccuiickoii denepanniny, OpraHu3yeTcss U 0Ka3bIBACTCS:

1) B COOTBETCTBHH C TIOJIOKEHUEM 00 OpraHU3alMU OKA3aHUS METUIIMHCKOM TTOMOIIIH 110 BHIAM
MEIUIIMHCKOM TITOMOIIM, KOTOPOE YTBEPXKAACTCA YIOIHOMOYEHHBIM DenepanbHbIM  OpPraHoM
HWCIOJHUTEIbHOM BIACTH;

2) B COOTBETCTBHUH C MOPSAIKOM OKA3aHHS TIOMOIITH 11O TPO(HITIO «OHKOJIOTHUS», 00513aTeTbHBIM
JUISl UCTIOJTHEHMS Ha TeppuTopun Poccuiickoi denepaniu BCeMH MEAUITMHCKUMU OpTraHU3alisIMU;

3) Ha OCHOBE HACTOAIINX KIWHUYECKUX PEKOMEHIAITHI;

4) c y4yeroM CTaHAApTOB MEAMIIMHCKOM TMOMOIIM, YTBEPXKIACHHBIX YIOJHOMOYEHHBIM
®enepanibHbIM OPraHOM UCIIOIHUTEIBHOW BJIACTH.

[lepBuuHas crenuagIu3upOBaHHAs MEIUKO-CAaHWTApPHAS IOMOIIb OKAa3bIBAETCS BpPAYOM-
OHKOJIOTOM W MHBIMH BpauyaMH-CIICIIHATNCTaMHU B [IEHTPE aMOYIaTOPHOW OHKOJIOTHYECKON TTOMOIIH
1100 B MEPBUYHOM OHKOJIOTHYECKOM KaOWHETe, MOJMKJIMHUYECKOM OTIEICHUU OHKOJIOTHYECKOTO
nucrancepa (OHKOJIOTHYECKOW OOJIBHHIIBI).

[Ipy moOmO3peHWHM WM BBISABICHUHM Yy TAI[MEHTAa OHKOJOTHYECKOTO 3a00JIeBaHHMS BpayH-
TepamneBThl, BpayH-TEPAIleBThl YYACTKOBBIC, BpauM OOIIEH NpaKkTUKH (CeMEHHBbIC Bpadd), Bpayu-
CIEIUATTUCTBI, CPEAHNE MEAUITUHCKIE pAOOTHUKY B YCTAHOBJICHHOM TIOPSIKE HAPABJISIOT MAIlMEHTA
Ha KOHCYJIBTAIIMIO B IICHTP aMOyIaTOPHOM OHKOJIOTHYECKOM TMOMOIIM JIMO0 B TEPBUYHBINA
OHKOJIOTHYECKUH  KAOMHET, TOJMKIMHUYECKOE OTIEJICHHE OHKOJOTHYECKOTO  JIMCIIaHCepa
(OHKOJIOTMYECKOW OOJBHHUIIBI) ISl OKa3aHWUs €My TEPBUYHOM CHEIUATU3UPOBAHHONW MEIHUKO-
CaHUTAPHOM MOMOIIH.

Koncynpramuss B 1eHTpe aMOyiIaTOpHOW OHKOJIOTHYECKOH MOMOLIM JHOO B TEPBUYHOM
OHKOJIOTUYECKOM KaOHMHETEe, TMOJUKIMHUYECKOM OTJEJIEHUH OHKOJIOTMYECKOTO JHCHaHcepa
(OHKOJIOTMYECKO# OOJIHUIIBI) TOJKHA OBITH IPOBE/ICHA HE MO3Hee 5 pabounx AHEH ¢ AaThl BBLAAYH
HaNpaBJICHUs] Ha KOHCYJIbTaLMIO. Bpau-oHKoJIOT IeHTpa aMOyIaTOpHOI OHKOJIOTHYECKOM MOMOIIH (B
cllyyae OTCYTCTBHUS LIEHTpa aMOyJIaTOPHON OHKOJOTMYECKOW MOMOIIM BpPady-OHKOJOT MEPBUYHOTO
OHKOJIOTUYECKOTO0 KaOWHETa WIM MOJMKIMHUYECKOIO OTAEIEHHS OHKOJIOIMYECKOIo JHcCIaHcepa
(OHKOJIOTHYECKOH OOJILHUIIBI OPTaHU3YeT B3sATHE ONOTICUITHOTO (OTIEPallMOHHOT0) MaTepraa, a TaKkxKe
OpPraHU3yeT BHINIOJIHEHNE WHBIX JUATHOCTHUECKUX MCCIEIOBAHUM, HEOOXOIUMBIX Il YCTaHOBIICHHS
JIMarHo3a, BKII0Yasl paCIpOCTPAHEHHOCTh OHKOJIOTHYECKOT 0 TPOLIecca U CTa U0 3a00IeBaHusl.

B cnydyae HEBO3MOMKHOCTH B3ATHS B MEIMLMHCKOM OpraHM3alMd, B COCTaBe KOTOPOU
OpPraHM30BaH I[IEHTP aMOYIaTOPHONH OHKOJOTHYECKOW TOMOIIM (TIEPBUYHBIA OHKOJIOTUYECKUI

KaOuHeT, OWONCHMIHOrO (ONepalMoOHHOI0) MaTepuana, MPOBEICHUS WHBIX JUATHOCTUYECKUX
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UCCJIEIOBAaHUM TAIMeHT HampaBiseTcsl JieyalluM BpayoM B OHKOJIOTUYECKUH JUCHaHCEp
(OHKOJIOTHYECKYIO OOJBHUILY) WM B MEIUUIMHCKYIO OpPraHH3aIUI0, OKAa3bIBAIOIIYI0 METUIIMHCKYIO
MOMOIIb MAllMEHTaM C OHKOJIOTHYECKHUMHU 3a00I€BaHUSIMH.

Cpok  BBINOJHEHHUS  [AaTOJOTOAHATOMUYECKUX  HCCICAOBAHUHM, HEOOXOAWMBIX  JUIA
THCTOJIOTHYECKON BepU(UKAIIMK 3T0KAaYECTBEHHBIX HOBOOOpPA30BaHMW HE JOJDKEH MNpEeBbIMATh 15
pabounx gHeH ¢ JaTbl TOCTYIJIGHHWsS OWONCHHHOrO  (ONEpalMOHHOTO) Marepuaisa B

MATOJIOTOAHATOMUYECKOE OFOPO (OTACIICHUE).

Cpoxu MpoBeIeHUS THarHOCTHYECKUX HHCTPYMEHTAIBHBIX U JJA0OPATOPHBIX MUCCIIEIOBAHUNA B
cllydae TIOJIO3PEHHS Ha OHKOJOTHYECKOe 3a00JieBaHWE HE JIOJDKHBI TPEBBIMIATH CPOKOB,
YCTAaHOBJICHHBIX B TMPOTPaMME€ TOCYJapCTBEHHBIX TapaHTUH OECIIaTHOTO OKa3aHWs Tpa)KJaaHam
MEIUIIMHCKON TOMOIIIH, YTBep:kaaemoil [IpasutensctBom Poccuiickoit @enepanuu.

JlnarHo3 OHKOJIOTHYECKOro 3a00JieBaHHUSl YCTaHABIMBAETCA BPAuOM-OHKOJIOIOM, a IHpH
37I0KaY€CTBEHHBIX HOBOOOPA30BaHUAX JUMQOUIHON, KPOBETBOPHONW U POJCTBEHHBIX UM TKaHEH,
Bxoasamux B pyopuku MKB-10 C81-C96, Takxke BpauoM-TeMaToIOTOM.

Bpau-onkonor  meHTpa  amMOylaTOPHOH  OHKOJOTMYECKOW  MOMOIIM  (TIEPBUYHOTO
OHKOJIOTMYECKOT0 KaOMHeTa) HampaBJsAeT MAalMeHTa B OHKOJIOTUYECKUN TUCTIaHCep (OHKOJIOTHUYECKYIO
OOJNIbHUIlY) WJIM HHYI0 MEIUIUHCKYI0 OpraHM3alMio, OKAa3bIBAIOIIYI0 MEIUIIUHCKYIO ITOMOIIb
MAIMEeHTaM C OHKOJOTMYECKHMMH 3a00JIeBaHUSAMHU, B TOM UYHCIIE TIOJBEIOMCTBEHHYIO (heaepaibHOMY
OpraHy UCIOJIHUTENIBHON BIAacTH (Aajnee — (heaepasibHas MEJUIUHCKAsE OpraHu3alys), Ui yTOUHEHHS
uarfHo3a (B cllydae HEBO3MOXXHOCTU YCTaHOBJICHUS JMarHo3a, BKJIOYas pPAacIpOCTPaHEHHOCTh
OHKOJIOTMYECKOT'0 TIpoIlecca W CTaauio 3a00JIeBaHUs), ONpPENEICHUs] TAKTUKH JICUCHHs, a TAKXKE B
Cllyyae HaJIM4YMs MEIULMUHCKUX IIOKa3aHUM [UIS OKa3aHWs CIECLUAJIM3UPOBAHHOM, B TOM YHCIIE

BBICOKOTECXHOJIOTHUYHOM, MEIUITMHCKON ITOMOIIIH.

[Ipu oHkosmornueckux 3aboneBaHusx, BXosanmx B pyopuku C37, C38, C40-C41, C45-C49,
C58, D39, C62, C69-C70, C72, C74 MKB-10, a Takke COOTBETCTBYIOIIMX KOJIaM MEXIYHAPOIHON
kiaccudukamnuu 6ose3neit — onkosorus (MKB-0), 3 uzmanus 8936, 906-909, 8247/3, 8013/3, 8240/3,
8244/3, 8246/3, 8249/3 Bpay-OHKOJIOT OHKOJOTUYECKOTO TUCIIaHcepa (OHKOJOTHMUECKOUW OOJIbHMIIBI)
WM HWHOM MEIUUMHCKOW OpraHu3alvy, OKa3bIBAIOLIEH MEAULMHCKYI0 MOMOILIb NalUEeHTaM C
OHKOJIOTUYECKUMU 3a00JIEBaHUSMU, ISl OMPECIICHUs JIeYeOHOW TaKTUKU OpPTraHU3yeT MPOBEICHUE
KOHCYJbTAllUM WJIA KOHCUJIMyMa Bpayed, B TOM 4YHCIE€ C TPUMEHEHHEM TeIeMEIUIIMHCKIX
TEXHOJIOTHH, B (hemepanbHBIX TOCYJapCTBEHHBIX OFOKETHBIX YUPEKACHHSX, MMOJBEIOMCTBEHHBIX
MunucrepctBy 3apaBooxpanenus Poccuiickoit denepanuu, 0Ka3bplBalOIIMX MEIUIMHCKYIO ITOMOILb
(manee B uensx Hactosuero [lopsiaka — HallMOHAIbHBIE MEUIIMHCKHUE HCCIIEIOBATEIBCKUE LIEHTPHI).

B ClOXHBIX KIMHUYECKHX Clydasx [JIsl YTOYHEHHsS Iuarfosa (B ciaydae HEBO3MOXXHOCTH
YCTAaHOBJICHUS JUarHo3a, BKIIoYas pacHpOCTPAHEHHOCTh OHKOJOTHYECKOIro Ipolecca U CTaauio
3a00JIeBaHNs1) B LEJSIX MIPOBEACHUS OLIEHKH, HHTEPIPETAIIMA U ONMCAHUS PE3YJIbTaTOB BPay-OHKOJIOT
OpraHu3yeT HalpaBJieHUE:
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mupoBbIX  M300paXeHUH, TIOJYYCHHBIX TI0  pe3ynbTaTaM  MHaTOMOP(OIOTHYECKUX
WCCIIE0BAHMH, B TTATOJIOT0-aHATOMUYECKOE OI0pO (OTACIICHHE) YeTBEPTOM rpyminbl (pedepeHc-1eHTp)
nyTeM HWHQOPMALIMOHHOTO B3aMMOACWUCTBUS, B TOM YHUCIIE C TPUMEHEHHEM TEJIeMEIUIIMHCKUX
TEXHOJIOTUH MPH TUCTAHIIMOHHOM B3aUMOJICHCTBUN MEIUIIMHCKUX PAOOTHUKOB MEXKIY COOOH;

UPPOBBIX U300PAKEHUHN, MTOTYYCHHBIX 110 Pe3yIbTaTaM JIyueBbIX METOJIOB HCCIEIOBaHUH, B
JTUCTAHIIMOHHBI KOHCYJNBTATHUBHBI LEHTP JYy4eBOH JHArHOCTHKH, IyTeM HH(POPMALMOHHOTO
B3aUMOJICHCTBUS, B TOM YHUCJIE C IPUMEHEHUEM TEJIIEMEIULIMHCKUX TEXHOJIOTUN IIPU JUCTAaHIIMOHHOM

B3aMMOJICHCTBUH MEIUIIUHCKUX PAaOOTHUKOB MEXYy COOOM;

OMOTICUITHOTO (oTreparmoHHOTO) Marepuana JUTSt MTOBTOPHOTO MIPOBEICHHUS
MaTOMOP(OJIOTHUECKIX, HIMMYHOTUCTOXUMUYECKUX, 1 MOJIEKYIISIPHO-TEHETUUECKUX HCCIEIOBaHUN: B
MaToJIOr0-aHaTOMUYECKOe Oropo (OTAeNeHHe) 4YeTBEpTOM Tpynmnbl (pedepeHC-IeHTp), a TaKKe B
MOJIEKYJISIPHO-TEHETHUECKHE  JIaOOpaTOpUM s MPOBEIEHUS  MOJIEKYJSIPHO-T€HETHYECKHUX
HUCCIIEJOBAaHUN.

TakTuka iedeHus ycTaHaBIMBAETCS] KOHCHJIMYMOM Bpauei, BKIIOYAIOIIUM Bpayeii-OHKOJIOT OB,
Bpaya-paguoTepaneBTa, Bpada-HeHpoxupypra (IpU OIMyXOJsSX HEPBHOW CHUCTEMBI) MEIUITUMHCKOU
OpraHM3alii, B COCTaB€ KOTOPOH HMEIOTCS OTIEJIEHUS XUPYPTUYeCKHUX METOO0B JICUCHHS
3JI0Ka4€CTBEHHBIX HOBOOOPa30BaHM, MPOTHUBOOIYXOJIEBOI JI€KapCTBEHHOHN Tepanuu, paauoTepanin
(nanee — OHKOJIOTMYECKUN KOHCHIINYM), B TOM UHCJI€ OHKOJIOTHYECKUM KOHCUIIMYMOM, ITPOBEIEHHBIM
C TNPUMEHEHUEM TeJeMEAUIIMHCKUX TEXHOJOTHM, ¢ MPHUBJICYECHHEM INPU HEOOXOJUMOCTU APYTUX
Bpauei-CeuagIucTOB.

I[chchepﬂoe Ha6JIIOI[eHI/IC Bpada-OHKOJIOra 3a MaluceHTOM C BbIABJICHHBIM OHKOJIOTHYCCKUM
3a00/IeBaHIEM YCTAHABJIMBACTCA U OCYILICCTBIIACTCA B COOTBCTCTBHU C HNOPAAKOM AHUCIAHCCPHOTO

HaGJIIOIICHI/ISI 3a B3pPOCJIBIMU C OHKOJIOTHYCCKUMU 3a001€BaHUSIMH.

C uenbto yyeta nH(OpMALIKS O BIIEPBHIE BHIABICHHOM CIy4ae OHKOJIOTMYECKOTo 3a00J1eBaHus
HaIpaBJIsIeTCs B TeUEHUE 3 pabounX THEeH BPpauoM-OHKOJIOTOM METUIIMHCKONW OpraHU3alliH, B KOTOPOM
YCTaHOBJIEH COOTBETCTBYIOLIUI IUAarHO3, B OHKOJIOTUYECKUI AUCTIaHCEP WM OpraHu3aluio cyObeKTa
Poccutiickoit @enepaiivu, HCIOTHAIONIYIO (YHKITUIO PETUCTPAIIAH MTAIIIEHTOB C BIIEPBHIC BHISIBICHHOM
3JI0OKa4C€CTBCHHBIM HOB006pa3OBaHI/IeM, B TOM YHCJIC C MPUMCHCHUCM C,Z[HHOP’I FOCyI[apCTBeHHOfI

MH(POPMAIIMOHHOH CUCTEMBI B c(hepe 3ApaBOOXPaHEHHS.

Cnernuanu3upoBaHHas, B TOM 4YHCJE BBICOKOTEXHOJOTHYHAs, MEIUIIMHCKAs TIOMOINb B
MEJUITMHCKUX OPTaHU3alUsIX, OKa3bIBAIONIUX MEAMIIMHCKYIO MOMOIIh B3POCIOMY HACEJIEHUIO TPU
OHKOJIOTHYECKUX 3a00JI€BaHUAX, OKA3bIBACTCS MO MEIUIIMHCKHUM IOKa3aHUSIM, TPEIyCMOTPEHHBIM
MOJIOKEHHEeM 00 OpraHU3aIy OKa3aHUs CIICIUATU3UPOBAHHOMN, B TOM YHCJI€ BRICOKOTEXHOJIOTUYHOM,
MEIUIIMHCKOMN ITOMOIIIH.

CHGHI/IaHI/IBI/IpOBaHHaSI, 3a HCKIIOYCHUEM BLICOKOTCXHOHOFHHHOﬁ, MCOAUIIMHCKAasA IIOMOIIb B
MCIUIIUHCKUX OpraHu3aluiax, mnoABCAOMCTBCHHBIX (bGIIGpEUIBHBIM opraHam WCIOJHUTEIBHOMN BJIaCTH,

OKa3bIBACTCA MO MCAULMHCKHUM IMOKAa3aHUAM, MPEAYCMOTPCHHLIM ITYHKTOM 5 NnopsAaKa HaIpaBJICHUA
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MAlMEHTOB B MEJIMIIMHCKUE OPTaHU3allMd U WHBIC OpPTaHU3alliH, TI0JIBEIOMCTBEHHbBIC (he/lepaIbHBIM
opraHaM HCIIOJIHUTECIIbHOW BJIACTH, MJIs OKa3aHWs CIEIUAIM3UPOBAHHON (32 HCKIIOUYCHHEM
BBICOKOTEXHOJIOTUYHOM ) METUIIMHCKON MOMOIITH, MPETyCMOTPEHHOTO B MIPUJIOKEHUHU K TOJI0KESHHUIO
00 opraHuzanMy OKa3aHWs CIEIUATU3UPOBAHHONW, B TOM YHCIE BBICOKOTEXHOJIOTHYHOM,
MEIUIIMHCKOMN ITOMOIIIH.

Cpoku 0’kMIaHUSI OKAa3aHUs CIIEUATN3UPOBAHHOM (32 UCKIIIOYEHHEM BBICOKOTEXHOJIOTHYHOM )
MEIUIIUHCKOM TMOMOIIM HE JOJKHBI TMPEBBIIIATh CPOKOB, YCTAHOBJEHHBIX B MPOrpaMme
TOCY/IapCTBEHHBIX TapaHTHi OECIUIATHOTO OKa3aHUsl TpaKAaHaM MEIUIIMHCKOW TMOMOIIH,

yrBepknaemon IIpasurensctBom Poccutickoit denepanuu.

[Ipy HanMUMM y MalKUeHTa ¢ OHKOJOTUYECKUM 3a00JICBAaHUEM METUITMHCKUX MMOKa3aHUM JIJIst
MIPOBEACHUS MEIUITMHCKON peaOuIuTaIlliy Bpau-OHKOJIOT OPTaHU3YeT €€ MPOBEACHUE B COOTBETCTBUH
C TIOPSAJIKOM OPTaHU3AIIMN MEIUITMHCKONW PeaOdMINTAIINKA B3POCIIBIX.

[Tpy HamuyuK y ManuMeHTa C OHKOJOTHYECKHMM 3a00JieBaHMEM MEAMIIMHCKUX IMOKa3aHUHM K
CaHATOPHO-KYpPOPTHOMY JIEYEHHIO Bpay-OHKOJIOI OPraHHU3yeT €ro B COOTBETCTBUU MOPSIKOM
OpraHMU3aIlK CaHATOPHO-KYPOPTHOIO JI€UEHUSI.

[MannmuaTuBHAs MEIUIIMHCKAs TOMOIb MAIUEHTy C OHKOJOTHYECKHMMH 3a00JIeBaHUSIMU
OKa3bIBACTCSI B COOTBETCTBUU C MOJIOKEHUEM 00 OpraHU3aliy OKa3aHHs NATHATUBHON METUITUHCKOM
MIOMOIIM, BKJIIOYas MOPANOK B3aWUMOJECUCTBHUS MEIMIMHCKUX OpraHu3aluid, OpraHu3auuiu
COILIMATILHOTO 00CTYKUBAHUS U OOIIECTBEHHBIX 00bEIMHEHUH, MHBIX HEKOMMEPUYECKUX OpraHu3alni,

OCYILIECTBIISIONINX CBOIO JESTEIBHOCTD B C()epe OXpaHbl 3J0POBbSI.

[Ipu nmomo3penuu u (WiHM) BBISBJICHHH Yy TAIMEHTa OHKOJOTHYECKOTO 3a00JIEBaHUS B XOJE
OKa3aHUsl €My CKOPOW MEIMIIMHCKOW TIOMOIIMM €ro TMEpPEBOAST WM HAMNPABISIIOT B MEIUIIMHCKHE
OpraHu3alf¥, OKa3bIBAIOIME MEIUIMHCKYIO IOMOINb MallieHTaM C  OHKOJIOTHYECKUMHU
3a00J1€BaHUSAMM, JJIsI OTIPEICTICHUSI TAKTUKH BEICHUS M HEOOXOIMMOCTH MPUMEHEHHS IOTIOJTHUTEITHLHO
JIPYTUX METOJIOB CIEIUATN3UPOBAHHOTO IMTPOTUBOOITYXOJICBOTO JICUEHUS.

[TokazaHusAMH 11 TOCIUTANIM3AIUN B MEIUIMHCKYIO OPraHW3allMi0 B SKCTPEHHOW WIIH
HEOTJIOKHOU (OpMe SBIISIFOTCS:

1) HaiuM4Me OCIOKHEHMH OHKOJOTHYECKOro 3a0ojieBaHMs, TPEOYIOUUX OKa3aHUS eMy
CTELUATU3UPOBAHHON MEIUITUHCKON TIOMOIIY B SKCTPEHHOW M HEOTIIOKHOM (popme;

2) HajnuuMe OCJIOKHEHUHN JiedyeHus (Xupypruueckoe BMewiatenscTBo, JIT, nexkapcTBeHHas

Tepamnus 1 T.J.) OHKOJIOTHYECKOTO 3a00JIeBaHHUSI.

[TokazaHusiMH ISl TOCHMTANIHM3AIMA B MEIUIIMHCKYIO OpraHM3aIio B IJIAHOBOW (opme
SIBIISIFOTCSI:
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1) HeoOXOAMMOCTh  BBITOJHEHHUS  CIIOKHBIX ~ MHTEPBEHIIMOHHBIX  JIMATHOCTHYECKUX
MEIUIIMHCKUX  BMEIIATEIBCTB, TPEOYIOMMX  MOCIEAYIONIEro  HAaOMIONEHUS B YCIOBHSIX
KpPYTJIOCYTOYHOTO WJIM THEBHOTO CTAIIMOHAPA;

2) HaIMYUE TOKa3aHMM K CHEUUAJIN3HMPOBAHHOMY IPOTHBOOIYXOJEBOMY JIEUEHHUIO
(xupypruyeckoe BMemarenbcTBo, JIT, B TomM uncne xonraktHas, JIT m npyrme Buger JIT,
JICKapCTBEHHAs Tepanusi U Ap.), TpeOyroleMmy HaOJI0AeHUS B YCIOBHUAX KPYIJIOCYTOYHOTO HIIU
JHEBHOI'O CTallMOHApa.

IToxazaHusaMHU K BEITIMCKE MMAIlICHTa U3 MGHHHHHCKOP'I OopraHHu3alru ABJISIOTCA:

1) 3aBepiieHue Kypca JIe4eHHs UM OJTHOTO M3 ATAIOB OKa3aHHUs CIIEUATU3UPOBAHHOM, B TOM
YHCJie BHICOKOTEXHOJOTUYHOM, MEAUIIMHCKON MTOMOIIYU B YCIOBUSIX KPYTJIOCYTOYHOTO WJIM THEBHOTO
CTallMOHapa MpH YCIOBUU OTCYTCTBUS OCJIOKHEHUH JieueHHs, TPeOyroIMX MeAUKaMEeHTO3HOM
KOPPEKIMU W/WIN METUIUHCKUX BMEIIATENbCTB B CTAIIMOHAPHBIX YCIOBUSX;

2) OTKa3 NMalMeHTa WK €r0 3aKOHHOTO MPEACTABUTENS OT CIEUATIN3UPOBAHHON, B TOM YHUCIIE
BBICOKOTEXHOJIOTUYHOM, MEIULMHCKOM IIOMOIIM B YCJIOBHUSAX KPYIVIOCYTOYHOTO WIHM JHEBHOIO
CTallMOHAapa, YCTAHOBJIECHHOM KOHCWJIMYMOM MEIULMHCKOW  OpraHU3alllM, OKa3bIBAIOILLEH
OHKOJIOTMYECKYIO TOMOIIb MPH YCIOBUU OTCYTCTBHS OCJOKHEHHI OCHOBHOTO 3a00JIEBaHUS W/WIIH
JeueHHsl, TPeOYIOIIMX MEIUKAMEHTO3HOW KOPPEeKUMHM W/HIM MEIUIMHCKAX BMEIIATENbCTB B

CTAllUOHAPHBIX YCIIOBUAX;

3) B cimyyasix HECOOI0IEHUS MAllMeHTOM MPEANUCAaHUN WK MPaBUJ BHYTPEHHETO paclopsiaka
ne4eOHO-TTPOPUIAKTUYECKOTO YUPEXKIEHUS, €CIIU 3TO HE YrpoXKaeT >KU3HM MalueHTa U 3I0POBBIO
OKpY>KaIOIINX;

4) HeoOXOAMMOCTh NEpeBOJa MalMeHTa B JPYryl0 MEAMIMHCKYIO OpraHu3aluio Io
COOTBETCTBYIOLIEMY MPOGUITIO OKa3aHUsI METUIIUHCKON MOMOIIIH.

3ako4eHne O 11eNeco00pa3sHOCTH MEepeBoja MalueHTa B NPOQHIBHYI0 MEIUIUHCKYIO
OpPraHU3alMI0 OCYIIECTBIISAECTCS IOCIE MPEABAPUTEIBHON KOHCYIBTAIMM IO TPEI0CTABICHHBIM
MEIUIIMHCKUM JOKYMEHTaM W/WIIN TIPEIBAPUTEIBHOTO OCMOTpA MAaIMEeHTa BpayaMH-CIEeIHATNCTaMH

MEIUIIMHCKOW OpraHu3aliy, B KOTOPYIO TUIAHUPYETCS TIEPEBO/.

7. JonmosHuTebHASE MHPOpMAus (B TOM Yucje (PAKTOPbI, BJAUAIOIINE HA UCXO0/

3a00/1eBaHUSA WIH COCTOSTHHS)
®axTopsl, BaUAOLIME Ha TeueHne u ucxon AKP, BkirodaroT ciaenyromnue:
1. PacmpocTpaHeHHOCTb OIMyX0JIEBOTO MPOIECCa;
2. Jlokammzamys MeTacTaTHYECKHX OYaros;

3. buonorunueckrne 0COOEHHOCTH OITYXOJIH;
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4. Pa3BuTHe HEXEJIaTEIbHBIX SIBICHUN NPU MpUEME MpenapaToB sl TPOTUBOOMYXOJIEBOU

TepaIuu.
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Kpurepuu oueHKH KayecTBa MeAUIUHCKON MOMOIIHU

Taoauna 16. Kpurepun oneHkn KayecTBa MeIUIIMHCKOH MOMOIIH

Kpurepun kavyecrBa

Onenka
BBINOJHEHUSA

Brimonaeno KT ¢ KOHTpacTHBIM yCHJIEHHEM OpraHOB OPIOIIHOM MOJIOCTH,
OIIpEIeJIEHbl MJIOTHOCTh TKAHEBOI'O KOMIIOHEHTA JI0 KOHTPACTUPOBAHMS
(HaTuBHas), IUIOTHOCTb B  TKaHEBYI0 a3y  KOHTPACTUPOBAHUS
(apTepuanbHas U BEHO3Has ¢asbl),

[JIOTHOCTH B OTCPOUYEHHYIO (4epe3 10 MuH. nocie BBEEHUSI KOHTPAaCTHOTO
cpenctBa a3y KoHTpacTHpoBaHus ((a3a BBIMBIBAHUSA, Yy B3POCIBIX|
rmamenToB) [A06.30.005.003].

Ha/Het

Brimonaeno 18D/I-TI3T/KT y B3pocibIX ManueHTOB U JETCKOTO BO3PacTa
KaK OJMH M3 MapaMeTPOB KIMHUYECKOW BepU(UKAIIUU 37T0KAYeCTBEHHOTO|
[OTEHIIMajJa OMYXOJH / METaCTaTUYECKOTO PacHpOCTPAaHEHUS OIMYyXOJIH,
onpeneneH SUV

Ha/Het

BoimonHena cuuHTUrpadus KocTed BCEro Teia MpU TMOJ03PEHHUU HA)
METacTaTUYECKOEe MOPAKEHNE KOCTEH CKeJleTa Y B3pOCIbIX NAIMEHTOB

Ha/Het

B cinyyae nHeBo3moxkHOCTH npoBeaeHUss KT ¢ KOHTpacTHBIM yCUJIEHUEM|
BoimosiHeHO MPT  opraHoB OpromHOM TOJOCTH M 3a0pPIOMIMHHOTO
pocTpaHcTBa

Ha/Het

BriroHeHO ompeneseHne KOpTHU30Jia B paHHUE YTPEHHUE Yachl Ha (DOHE
momamisifonero Tecta ¢ 1 wmr #aekcamerazoHa**. Ilpm oTcyTcTBHY|
(bU3MONIOTHMYECKOTO TOJABJICHUS ypPOBHS  KOPTHU30Jia B  KadecTBE
[oaTBEp KIatoniero tecta BbinmosHeHo onpeaeneHue AKTIT B yrpeHHue
JaChl.

Ha/Het

BrImonHEHO OmpeseyieHre ypoBHEW MeTaHedpruHa W HOpMeTaHeppHHA B
cyrouHoir moue (A09.28.034.001, AO09.28.034.002) wnu mIa3me
(A09.05.133.001, A09.05.133.002) y B3pOCHBIX TAIUEHTOB.

Ha/Her

BbInoTHEHO OMpeiesieHe COOTHOUICHHSI MEX]ly YPOBHEM allbJIOCTEPOHA U]
AKTUBHOCTBIO ~ pPEHUMHA  IUIa3Mbl  JUISI  HMCKJIIOYEHUST  MEPBUYHOTO
rUrnepaibI0CTePOHU3MA MTPU HATMYUHU Y B3POCIIOTO MalMeHTa C OMyXOJIbIO
HaIOYEYHUKA apTepUaIbHON THIIEPTEH3UN.

Ha/Het

[lpy HanMUUM KIMHAYECKUX MPOSBICHUN BBIMOJIHEHO KOMIUIEKCHOE
ompeseNieHue KOHIICHTPAIMU CTEPOUJIHBIX TOPMOHOB / OIpeaeneHue
CTEPOUIHBIX TOPMOHOB CBHIBOPOTKH KPOBHU: JICTHIPOIHAHIPOCTEPOHA
Cynb(aTageruipodnHaHIpoOCTepOH-CyIbdar ((A09.05.149), 17+
ruapokcunporectepona (A09.05.139), anapocrenauona (A09.05.146),
obmiero Tectoctepona (y sxenuuH) [A09.05.078], obmero actpaamnona 17-
B-actpamnon (y My»X4YuH W JKeHITUH B MeHomayse) [A09.05.154], 11-
Ie30KCUKOPTUKOCTEpOHA Je30KcuKopTH3oa (A09.05.141) npu nHanuuuyl
KITMHIYECKUX TTOKa3aHUHI

Ha/Het

[IpoBeneHo craaupoBanue omyxoisieBoro mpoiecca mo TNM u ENSAT vy
B3pocibiX; 1o TNM u COG y nereil.

Ha/Her

10.

Br16paH 1 BBINIOJIHEH ONTUMaIbHBIA 00BEM ONEPAaTUBHOIO BMEUIATEIbCTBA

Ha/Het

11.

[Ipu Hanmuuuu AKP u runepkopTunuzMa B MOCIEONEPALUOHHOM NEPHOJE]
[IpOBE/ICHA 3aMECTUTEIbHAs Tepalus HaINOYEYHUKOBON HEJOCTATOYHOCTH

Ha/Her

12.

BEITIOTHEHO  MMATONIOT0-aHATOMUYECKOE HCCIICIOBAaHUE OUOIICHIHOTO,
(omepanroHHOro0), BKIIOYAs MMMYHOTHCTOXHMHYECKOE HWCCIICAOBaHUE
(A08.22.002.002). IIpoTokOJI COAECPKUT, KaK MUHUMYM, CIEIYIOUIYIO

nH(pOpMaIKo: KOIU4ecTBO OayuioB mo mkane Weiss WM MHOW IITKaJIe

Ha/Her
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Kpurepun kavyecrBa

Ouenka
BBINOJIHEHUS

0aJUTHPHON OIEHKU 37I0KAYECTBEHHOTO MOTEHIIMATA OMyXOJIH, ONpeIeeHa)
skcnpeccust SF-1, xpomorpanuna A, nponudeparuBubiii naaeke Ki-67,
PE3EKIIMOHHBIN CTaTyC (MHBA3Us KAICyJIbl OMYXOJIH, W/UIH OKPYKAIOLIHNX
TKaHEeH, W/WIN TPUIICKANINX OPraHOB MM €€ OTCYTCTBHE), HAINYHE WIIH
OTCYTCTBHE MOPAKEHUS TUM(PATUYECKHX Y3JIOB

13.

B3pocasim nanyueHTam c BEpU(PHULINPOBAHHBIM
natomopdornoruuecku  auarHozom  AKP  mpoBoautcs  Tepanmus
MUTOTAaHOM™** B aJbIOBAHTHOM pEXHME MpPU HAIMYUM KIMHUYECKHUX|

nokazanuit (yposenb Ki-67 >10% wnu T3-4 unu N1)

Ha/Het

14.

[Tarmentam ot 0-18 et ¢ AKP III-1V ctaguu mo COG npoBoauTCcs TEpanus
#MUTOTAaHOM™® B COUETAaHMM C  XUMHOTEpAmMH  TI0  CXEME|
Hytono3un™ *+#nokcopyourmma* *+#ucraTua * *

Ha/Het

15.

[Tammentam ¢ HeomepabenbHbiM AKP, Hammumem pacnpocTpaHEHHOTO
METaCTaTUYECKOTO TpoLecca TIOCie Pe3eKIUN MEepBUYHON  OIMyXoiy,
OBICTPBIM IIPOTPECCHPOBAHMEM 3a00JIEBAHMS MPOBOAUTCS XUMHOTEPAITHS
Ha (hOHE MPOJOJDKAIOLIErocs NpUeMa MHUTOTaHa** eXeTHEeBHO B J103€,
00eCIeunBaroIIeii €ro CoJep’kaHne B CHIBOPOTKE KPOBH Ha ypoBHE 14-20
MKT/MIT 6€3 rTepepbiBa MEKAY [IMKJIAMU XUMHOTEPATHH

Ha/Het

16.

Bcem manueHTaM, MOJyYalOUIMM TEParni0 MHUTOTAaHOM™*, MpPOBOIUTCH
3aMEeCTUTENbHAs Tepanusl HaJMIOYEUHUKOBOM HeAOCTaTOUHOCTU. B citydae
FUIEPKOPTULIM3MA HEOOXOIUMOCTh TPOBECHHS 3aMECTUTEIHLHON Tepanuy|
TOJKHA 00CY)KIAThCSl MHANBHUIYAIBHO.

Ha/Het

17.

B3pociaeiM manpeHTtaM ¢ KOcTHbIMH Mectactazamu AKP  mpoBoautes
anTrpe3opotuBHas tepanus u/wim JJIT (ducranumonHas nydeasi Tepamnmst
[pH TIOPasKEHUH KOCTEH)

Ha/Het

18.

C mamnueHTKaM# PenpoayKTUBHOTO BO3pacTa MPOBEeHA pa3bsiCHUTEIbHAS
Oecena o0 HEOOXOAMMOCTH WCIIOJIB30BAHUS KOHTpAleniuu Ha (OHE
[IPOTUBOOITYX0JIEBOM TEpANUU

Ha/Her

19.

[lanmeHTKaM  PempoxyKTHBHOTO BO3pPAcTa, IONYYAlOIUM  TEPAITHIO
MUTOTAHOM™** H/MJIM HUTOTOKCHYECKYI0 XMMHUOTEPAINUIO0 PEKOMEH/IOBAaHb]
ONTHMAaJIbHBIC METObI KOHTPALCIIINU

Ha/Het

20.

Bcem nanuentam ¢ AKP nociie paaukaibHOTO XHUPYPIrUYECKOrO JICUEHUS]|
[IPOBOJUTCS peryysipHOe oOcrnenoBanue, BKJIIOUYAIOLIEE (1)
BHU3YyaIH3UPYIOLINE HCCIEI0BAaHUS OPraHOB OPIOIIHOW MOJOCTH, MAaJjioro
rasa, TpyAHOMI KIICTKH, TUIS NalMEHTOB C
MeTacTaTHYeCKOoW/HeorepabenbHON dbopmoit AKP o MHMO
BU3YAIM3UPYIOIIUX HCCICAOBAHUI TOKAa3aH PEryasipHbIM KOHTPOIb (2)
ITabOpaTOPHBIX MCCIICTOBAHUN TOPMOHAIBLHOM OIyXOJIEBOM CEKPEITUU

Ha/Het

21.

Bcem manueHTaM, TOMYYAIONIMM TEPANUi0 MHUTOTAaHOM™*, MPOBOIUTCS]
PETYISIPHOE ONpENIEIeHHE €ro KOHLEHTPAallUd B KPOBU C KOppeKUueH
CYTOYHOW JT03bI 110 MTOKa3aHUSIM.

Ha/Her

22.

Bcem manueHTaMm, MOJydYaOIIUM TEPANUuil0 MHUTOTAaHOM™*, TIPOBOIUTCH
pETyIsipHOE OOCIIEJIOBaHME HA TMPEAMET HEXKENIATeNbHBIX SBICHUNA, U

CBOCBPCMCHHOC X JICUCHUC

Ha/Het
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Ne Onenka
Kpurepun kavyecrBa
BBINOJHEHHUS
23. |Bcem naunmentam ¢ AKP Ha oCHOBaHMM pe3yJbTaTOB JUHAMHYECKOIO Ha/Her

HaOMIO/IeHUsT W OO0CJIeIOBaHUs TPOBOJMUTCS HEOOXOAMMas KOPPEKITHS

VICUCHHUA U IIJIaHa I[EL]ILHGFIH.ICFO BCACHUA
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Ipuiaoxenue Al. CoctaB paGoueil rpynnsl 1o pa3padoTke U nNepecMoTpy

KJIMHUYECKUX PeKOMeHIauil

Meabanuyenko I'anuna AdanacbeBHa, 1.M.H., mpodeccop, akanemuk PAH, 3amecturtens nupexropa
Ilentpa mo HayyHOW pabote, 3aBemyromias kadenpoil kimHUYecKoi sHmokpunHonorun MBu/llO

OI'BY «HMMUL] snnoxkpunonorun» Munsapasa Poccun.

AunexceeB bopuc SIkoBiaeBu4, 1.M.H., mpodeccop, 3aMeCTUTENh TeHEPATBHOTO AUPEKTOPa 10 HAYKe

OI'BY «HMMUL] pannonorun» Munsapasa Poccun.

BeabueBuu Jmutpuii 'epmanoBu4, a.M.H., mnpodeccop, TJaBHBIM HAyYHBIH COTPYIHUK,
3aBenyromuii xupyprudeckum otaeneHuem Nel OI'BY «HMMUIL] sapoxkpunHonsoruny» MuH3apaBa

Poccun.

Ctuwimaun UBan CoxparoBuu, 1.M.H., npodeccop, akamemuk PAH, Hupextop ®I'bY «HMUI]

onkosoruu uM. H.H. broxuna» Munsnpasa Poccun.

I'opoynoBa Bepa AnapeeBHa, 1.M.H., ipodeccop, TIaBHBIH HAay4YHBIH KOHCYJIBTAHT OTACIICHUS
MPOTUBOOITYX0JIeBO JiekapcTBeHHOUM Tepanuu Nel ®I'bBY «HMMUI] onkonorun um. H.H. bioxuna»

Munzapasa Poccun.

ApramonoBa Enaena BuaagumupoBHa, a.M.H., 1npodeccop, 3aBeayiomias OTACICHHUEM
MPOTUBOOITYX0JIeBOI JiekapcTBeHHOUM Tepanuu Nel ®I'bBY «HMMUIL] onkonorun um. H.H. bioxuna»
MunsapaBa Poccun. IIpodeccop kadenpsr onkomoruu u nyueBod Tepanuu JIO® DPIAOY BO
"Poccuiickuii HalMOHAJIBHBIM MCCIENOBATEIbCKUN MEIUIMHCKUM yHuBepcuter wumenu H.N.

[Tuporosa".

Boxsin Baran IOpukoBH4Y, 1.M.H., 3aBeIyIOIIUN OTIeNEeHHEM a0IOMHMHAIBHON OHKoMoruu Ned
(onpokxpunHoi xupyprun) ®I'bY «HMUIL] onkonorun um. H.H. bnoxuna» Munszapasa Poccumn.
[Tpodeccop kadeaprr onkosoruu u aydeBoi Tepanuu JIO GI'AOY BO "Poccuiickuii HallmoOHATBHBINA

HCCIIEIOBATENbCKUI MeqUIIMHCKUI yHUBepcuteT umenn H.U. ITuporosa".

KonomeiineBa AuHa AHapeeBHA, K.M.H., 3aBEAYIOLIasl THEBHBIM CTallMOHAPOM JIEKAPCTBEHHOI'O
nedenus onyxoieit MHUOU um. [1.A. T'epuiena - punmana ®I'bY «HMUIL pannonorun» Mun3apasa

Poccun.
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I'opsiunoB /IMuTpuii AjleKCaHAPOBUY, K.M.H., BPady-OHKOJIOT, 3aBEAYIOLIWA OHKOJIOTHYECKOTO
OTJENICHUs CIIY>KObI BHEOIO/DKETHON MemuimHckon aestensHocTd OI'BY «HMUL] oHKOMOTHH UM.

H.H. boxuna» Munsapasa Poccun.

Kannuucknii Anekceit CepreeBu4, K.M.H., wieH [Ipasnenus POOY, 3aBenyromuii Xupypruaeckum

ortaenoMm MHUOMU um. I1. A. I'epuena — punuana ®I'BY "HMMUL] paguonorun" Munsapasa PO.

KynukoB fpociiaB AHapeeBHY, BPay-OHKOJIOI OTIEICHUSI MPOTUBOOITYXOJEBOW JEKAPCTBEHHOU

tepanuu Nel ®I'BY «HMUL] onkonorun um. H.H. bioxuna» Munsapasa Poccun.

KoBasenko Esena UropeBHa, K.M.H., CTapIIMii HAy4YHBIA COTPYIHUK, BPauy-OHKOJIOT OTACJICHUSA
MPOTUBOOITYX0JIeBOM JiekapcTBeHHOUM Tepanuu Nel ®I'BY «HMMUIL] onkonorun um. H.H. bioxuna»

Munsapasa Poccun.

OpJaoBa Pammaa BaxugoBHa, a.M.H., mnpodeccop, 3aBenayromas Kadeapol OHKOJOTUU
MeaunnacKoro (akynsrera PI'BOYBO «Cankt-IlerepOyprckuii rocy1apcTBEHHBI YHUBEPCUTETY,
TJIABHBIN CIENUATUCT MO KIMHWYeCKOW oHkonoruw u peabunuranmuu CII6 T'BY3 «l"oponckoit

KIIMHUYECKUN OHKOJIOTUYECKUM THUCIIAHCED).

HecrtepoBa Anb¢us UpexkoBHa, K.M.H. TOLEHT KadeIpbl OHKOJIOTUH, PAJUOJIOTHH U MaJUIMATUBHON
meaunuabl KI'MA, nouent xadenps! xupyprun UOMub KOV, pykoBoautens otaena
TPaHCIISIIIUOHHOM OHKOJIOTMU U TeneMenuiuuHckux TexHosnorui ['AY3 PKO/I umenun M.3. Curan M3

PT.

Jenexkropckasi Bepa BragumupoBHa, 1.M.H., mpodeccop, BeAyIINi HAyIHbIH COTPYAHUK, Bpay-
[aToJIOroaHaToM naroioroaHaroMuieckoro oraencuus PI'bY «HMMUI oakonorun um. H.H.

broxuna» Mun3apasa Poccun, uieH Acconmanuy CeuairucToB 1Mo IpodaeMaM MeTaHOMBI.

Kaenkasa Upuna CemenoBHa, Bpau-nnarosioroasatoM, PZIKb ®I'AOY BO PHUMY um. H.H.

IInporosa Munsapasa Poccun.

Ypycosa JInnus CepreeBHa, 1.M.H., TOLIEHT, BEAYLINI HAY4YHbIN COTPYIHHUK, 3aBEIYIOIIAsl OTIEIOM

¢dbynaamenTanbHoi natomopdonorun HMULL Dunokpunonorun Munsapasa Poccun.

Pomamenko IlaBesn HukonaeBuu, 1.M.H., npodeccop, uwieH-koppecnionaeHT PAH, HauanpHUK
kadenapel M KIMHUKHA (akyabTerckoil xupypruu um. C.II. ®emoposa ®PI'BBOY BO «BoenHo-

MeauimHckas akagemus umenn C.M. Kupoa» MO PO.
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Maiictpenko Hukonaii AHatoabeBny, 1.M.H., npodeccop, akageMuk PAH, npodeccop kadenpsr
¢daxynprerckoit xupyprun uMm. C.II. ®@enopoa ®PI'BBOY BO «BoeHHO-MeIMIMHCKAs aKaJeMHs

nmenn C.M. Kupoa» MO PO.

PocnsskoBa AHHa AJeKCaHAPOBHA, Bpad-dHAOKpUHOJIOr otaena xupyprun PI'BY «HMMUIL

SHIOKpUHOJIOrMM» MuHn3apasa Poccun.

Hlamanckasa Tarbsina BuktopoBHa, a.m.H., wiedn POJIOI, 3aBenyromias oTAeaoM H3y4YEHHS
SMOpPUOHANBHBIX OmyXxoJjied MHCTUTYyTa OHKOJOTUHU, PaJMOJIOTHU U siaepHON Meaunuasl OI'BY
«HMUILL perckoil remMaToNOTMH, OHKOJOTMU M HMMYHOJIOTMM uUMeHu [Imutpus Porauesay

Munzapasa Poccun.

KauvanoB Jlenuc KOpweBuu, n.m.H., unen POJIOI, 3aBeayromuii oTAeneHUEM KIMHUYECKOU
onkonoruu ®PI'bY «HMMUII nerckoit remMatoioTuu, OHKOJIOTUM U UMMYHOJIOTUA UMEHM JIMuTpus
PoraueBa» Munsapasa Poccun, 3aMm. qupexkropa MHCTUTYTa OHKOJIOTHH, PAAUOIOTUHN U SIIEPHON

Mmeaunuabel @I'BY HMULL II'OU um. /1. Porauena.

Yranuesa Jlunapa TumopkanoBHa, uinen POJIOI, Bpau-geTckuii OHKOJIOT OTIEJIEHUS
KJIMHUYECKOW OHKOJOTHHU, JTabOpaHT-HCCIIEeNOBATeNlb OTJela KaTaMHe3a JeTed, MepeHecUInX
oHkosiornueckoe 3aboneBanus @OPI'BY «HMMI] ngerckoid remMaTojOTHMH, OHKOJOTHH U

UMMYyHOI0oruu uMeHu Jmutpusa Porauesa» MuHn3sapasa Poccun.

Pybanckas Mapuna BiaaaguMupoBHA, K.M.H., Bpa4y-JE€TCKUN OHKOJIOT, 3aBEAYyIOIIas JIETCKUM
OHKOJIOTHUecuM  otrneneHueM Nel  (XuMmoTepanmuu  ONyXoJie  TopakoaOAOMHUHAIBHON

nokanuzanun) O®I'BY «HMUILL onkonorun um. H.H. brioxuna» Muunsapasa Poccuu.

benoxBoctoBa AnHa CepreeBHa, K.M.H., 3aBEIYIOIIHA OTACICHUEM MPOTHBOOMYXOJIEBOH
nekapctBeHHou Tepanuu MPHI um. A. @. [{p16a - dunuan ®I'BY «HMMUL pagronoruny» Mun3apasa
Poccun, nouent kadenpsl paguonykiauanoi meaunuasl MATD HUAY MUDU.

Avmurpues Bamum HwukosaeBHY, [1.M.H., 3aBeAYyIOIIUMHA OTAEJICHUEM [HEBHOIO CTalMOHapa
MIPOTHBOOITYX0JIeBOH JiekapcTBeHHOW Tepanuu MPHIL um A.®. [pi6a - ¢uwman ®I'BY «HMUIL
panuonorun» Munsnpasa Poccuu, npodeccop xadenps! GpakyabTeTCKON XUPYPruu, MEIUIIMHCKOTO

nacruryra HY benlVy.
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BJiok mo opraHu3anvu MeIMIUHCKO OMOIIU

HeBosbckux Anekceil AjiekceeBHY, J1.M.H., 3aMECTUTENb JTUPEKTOpa 1o JieueOHoi pabore MPHI]

uM. A.@. Lp16a - punuana PI'BY «HMMUL] paguonorun» Munsapasa Poccun.

HNBanoB Cepreii AHaTOJILEBHY, 1.M.H., ipodeccop, uneH-koppecnounaeHT PAH, 3acinykeHHbIH Bpad
P®, nupexrop MPHI] um. A.®. I{p16a — dpunuana ®I'bY «HMUL] paguonorun» Munzapasa Poccun,

[JIaBHBIA BHEMITATHBIN crienuanucT-onkosor L{dO Munsznpasa Poccun.

XaiaoBa JKanna BuagumMupoBHa, K.M.H., 3aMECTUTENb JUPEKTOpa II0 OPraHU3ALMOHHO-
metoanyeckor padore MPHIL um. A.®. Ipi0a - punmmana ®I'BY "HMUL panuonoruun" Mun3apasa

Poccun.

I'eBopksin Turpan I'armkoBHY, 3aMeCTUTENb AUPEKTOPA MO peain3aluil GerepaabHbIX MPOEKTOB

OI'bY «HMUL onkosnornu um. H.H. bioxuna» Munsapasa Poccun.

Komapos IOpuii UropeBuy, K.M.H., 3aMECTUTENIb TUPEKTOPA MO OPraHU3ALMOHHO-METOANYECKOU

pabore ®I'BY «HMMUL onkonoruu um. H. H. IlerpoBa» Munsapasa Poccun.

Kongaukr uaTepecos:

ABTOpBI IEKIIAPUPYIOT OTCYTCTBHUE KOH(IMKTA HHTEPECOB.
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IIpunoxenune A2. MeTonoJiorust pa3spadoTki KJIMHAYECKHX PEeKOMEHIAUH

IIpeutaraeMble KIIMHUYECKUE PEKOMEHIALUHU, HA HACTOSIIUI MOMEHT, SIBISIOTCS OCHOBHBIM
COIJIaCUTENbHBIM JOKYMEHTAOM, PEryIUPYIOIIUM IIOJIOKEHUS NIPAKTUYECKOU AESITEIIBHOCTU Bpaden

npu AKP.

Hacrosmme KnuHuueckne pekoMeHAAlMM HaIpaBleHbl Ha YIy4ylIEHHE pe3yJIbTaToOB
JTUArHOCTUKY U JICUEHUS MALIMEHTOB C a[pEHOKOPTUKATBHBIM PAKOM.

Hacrosimue KnuHudeckne pekOMEHAAMM HE PacCMAaTPUBAIOT a0COMIOTHO BCE AaCIEKTHI
pOo0JIEMbI U BOBMOXHbBIE UCKITIOUEHHSI U3 TIPABUIIL.

Hacrosamme Knunnyeckue pekoMeHJaI[iu HE MOTYT FapaHTUPOBATh OINPeIeTICHHBIN pe3ybTaT
Y TIpU 3TOM OHH HE YCTAaHABJIMBAIOT CTAHAAPTHI BEJICHUS MALIUEHTOB.

Hacrosimue KnvHuueckne peKOMEHAALMHM HE TMPEJHA3HAUEHBI I JICYEHUS KOHKPETHOTO
nanueHTa. Pemenne o0 onTUManbHON TaKTHKE BEICHUS Ka)XXJOTrO MalleHTa JO0JKHBI OCHOBBIBATHCS
Ha pe3yJbTaTax 00CIeIOBaHMS C YU€TOM HUHIUBUIYATbHBIX OOCTOSTEIHCTB.

Penxocts AKP 00ycioBiIMBaeT 0ObEKTUBHBIC TPYAHOCTH U3-32 OTCYTCTBHUS IMPOCHEKTUBHBIX
WCCJIEIOBAaHUI JTOCTATOYHONH MOIIHOCTU W JOCTATOYHOT'O OMBITA JICUECHHUS 3TOrO 3a00JIeBaHUs BHE
CHEIHATM3UPOBAHHBIX YUPEKIECHUH, KOHIEHTPUPYIOIIUX TaKUX MAlMEHTOB. 3a pyOeKOM B T€UECHHE
nocneaguux 30-40 ner mnpoBeneHbl KPYMHBIE, KaK MPOCIEKTUBHBIE, TaK M PETPOCHEKTUBHBIC
WCCJICIOBAHMsI, YaCTh U3 KOTOPHIX BKIIOYAOT B cedst 1o 500 marmmentoB. K coxanenuto, B Poccun
UCCIICZIOBAaHUI C MOJOOHBIM OOBEMOM BBIOOPKHM HE MPOBOAMIOCH. B CBSI3W C 3TUM, HacTosIIUe
Knunuueckne pekoMeHAallMd B OCHOBHOM ONMPAIOTCA Ha 3apyOeXHYIO JT0KazaTelbHYyl0 0azy u

YUUTBIBAIOT SKCIEPTHOE MHEHUE 3apyO0eKHBIX HCCIIET0BATENICH.

B OCHOBY KIIMHHUYCCKUX peKOMeHI[aHI/Iﬁ IMOJIOKCHBI CYIICCTBYIOIIHUEC KOHCCHCYCBI U
kimHnYeckre pexomenparuu: (1) Kmaccudukanus Bceemuproit Opranuzammm 31paBOOXpaHEHUS
(WHO) omyxoseit s3HIOKpHHHOM cUcTeMBI, 4-¢ uznanue, 2017 rox; (2) Knuandyeckne pekoMeH1anuu
0 TUAaTHOCTUKE W JICYCHUIO aJIPEHOKOPTUKAIBHOTrO paka EBporelickoro o01ecTBa SHI0KPUHOIOTOB
(European Society of Endocrinology), coBmectHo ¢ EBpomneiickum 0OIIECTBOM M0 H3YYCHHUIO
omyxoiierd HanmoyeuHukoB (European Network for the Study of Adrenal Tumors), 2018 rom; (3)
Knuanueckue pekoMeHaaluuy 1Mo JMarHoCTUKE U JICYEHUIO aIpeHOKOPTUKAIBHOTO paka, 2015 roxg — a

TaKXe OTEeYECTBEHHBIC U 3apyOeKHbIe HayYHbIE paOOTHI MO JaHHOU MpoOIeMaTHKE.

MeToabl, UCNOJIb30BAHHBIE JIs1 COOpa/ce/ieKINM J0KA3aTeJbCTB: TPOBOJMWICS MOUCK B

SJICKTPOHHBIX 0azax JaHHBIX, II0 KJIHYECBBIM CJIOBAM, CBA3aHHBIM C AKP u COOTBETCTBYHOIIUMU
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pasaciaMu  KIMHUYCCKUX peKOMeHHaHHﬁ; MMPOBOANJIACh OLCHKa Kad€CTBa H PCEICBAHTHOCTHU

HaﬁHCHHLIX HUCTOYHHUKOB.

Onucanue MeTONO0B, HCHOJb30BAHHBLIX [Jsi cOOpa/celeKIMH  10Ka3aTeJbCTB:
JI0Ka3aTeNnbHOM 0a30i Il peKoMeHAaluil SBIAIOTCS MyOnukauuu, Bomeamue B KoxXpaHOBCKYIO

6ubnuoreky, 6a3pl qanubix EMBASE 1 MEDLINE, e-library. ['myOuna noucka cocrasisiia 10 40 sier.

MeToabl, HCIOJIL30BAHHBIE /IJIS1 OLEHKH YPOBHEI T0CTOBEPHOCTH /I0KA3aTeIbCTB:
* KoHceHcyc aKCTIepToB;

® OL[GHKa 3HAYUMOCTHU B COOTBCTCTBUH C YPOBHAMU NOKA3ATCIBHOCTH.

B cBa3u ¢ opdaHHOCTBIO 3a00JI€eBaHMS M OTCYTCTBHEM HPOCIEKTUBHBIX HCCIIEI0BaHUN
JI0OCTaTOYHOM MOIIIHOCTH PAJl pEKOMEHIALINN XapaKTEPU3YyETCs] HU3KUM YPOBHEM JI0KA3aTEIbHOCTH 110

(bopmMansHOMY MTPU3HAKY.

Taoauma 17. Hlkana oumeHkM YpoBHeH JocToBepHOCTH aokaszareabcTB (YY) muas
METO/0B JUATHOCTUKH (IMATHOCTHYECKUX BMEIIATEIbCTB)

YA Pacuugposka

1 Cuctemarnueckue 0030pbI HCCIEIOBAHUNH C KOHTPOJIEM pedepeHCHBIM METOJOM WIIH
CHUCTeMaTH4YeCKMi 0030p pPAaHJOMU3HMPOBAHHBIX  KIMHUYECKUX  HUCCIEIOBaHHUH ¢
IIPUMEHECHHUEM METa-aHaIu3a
2 OtTnenbHble HCCIEIOBAHUSA C KOHTPOJIEM pePEpEeHCHBIM METOJOM WIH OTJENbHbIE
PaHIOMU3UPOBAHHBIE KIMHUYECKUE HCCICNOBAHMUA M  CHUCTEeMaTH4ecKue 0030pbl
UCCIIEIOBAaHUM JII000Tr0 AM3aiiHa, 3a MCKIIOUEHHEM PAaHJOMU3MPOBAHHBIX KIMHUYECKHX
UCCIIEN0BAHMM, C IPUMEHEHUEM METa-aHAJIN3a
3 HccnenoBanust 0e3 TOCIENOBAaTEIBHOTO KOHTPOJS pe(pepeHCHbIM METOIOM WM
UCCIIEIOBaHUS C pe(EepeHCHbIM METOJOM, HE SBISIOMIMMCS HE3aBUCHUMBIM  OT
HCCJIElyeMOI0 METOIa WJIK HEPAHJOMHU3UPOBAaHHBIE CPABHUTEIIBLHBIC NCCIICJOBAHMS, B TOM
YHUCJIE KOTOPTHBIE UCCIIEAOBAHUS
4 He cpaBHHUTEIBHBIC HCCIIENOBAHMNS, ONIMCAHUE KIIMHUYECKOTO CIyvasi
5 Hwmeercs nuibp 000CHOBAaHHE MEXaHU3Ma JICHCTBHS WIM MHEHHE YKCIIEPTOB

Tadauma 18. Illkana oumeHkn ypoBHeil qocTOBepHOCTH AoKa3ateabcTB (YY) nuas
MeETO0B TNPOPWIAKTUKHU, JiedyeHHs] W peaduauranuu (MPpoPUIAKTHYECKHX, JedeOHbIX,

peaduIMTAIlMOHHBIX BMEIIATEILCTB)

Y1 Pacummmdpoka

1 Cucremarnueckuit 0630p PKU ¢ npumenennem mera-aHanmsa

2 Otnenvapie PKW u cucrematudeckue 0030pbl HCCIENOBAHUM JIOO0OTO aM3aiiHa, 3a
uckmouenneM PKH, ¢ npumeneHnem mera-aHannsa

W

HepaHIIOMI/I?;I/IpOBaHHLIe CPaBHUTCJIbHBIC UCCIICAOBAHNS, B T.4. KOTOPTHBIC UCCIICAOBAHU A

4 | HecpaBHuUTENbHBIE UCCIIEOBAHUS, ONUCAHME KIMHUYECKOTO CIydas WM CEPUU CIy4aes,
UCCIIEIOBAHMSI «CI1y4ai-KOHTPOJIbY
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5 Nmeercs auimib 0OOCHOBaHME MEXaHHM3Ma JICHCTBUS BMEHIATENbCTBA (JIOKJIMHUYECKHE
WCCIICIOBAHMS ) MJIM MHEHHE DKCIIEPTOB

Ta6auna 19. Illkana oueHkn ypoBHe#l yOenutenbHocTH pekoMenaanmii (YYP) nns
MeTOA0B MNPOPUIAKTHKH, JMATHOCTHKHU, JieYeHUs1 M peaduiauTanuv (MpoPuiiakTHYeCKHUX,

AMATHOCTHYECKHUX, JIeUeOHbIX, PpeadMJINTANNOHHBIX BMEMIATe/IbCTB)

YYP Pacuugposka

A CunbHasi pekoMeHnanus (Bce paccMmaTpuBaeMble Kputepud 3h(PEKTHBHOCTH
(MCcXompl) SIBISIOTCS BaXKHBIMH, BCE HCCIEIOBAHUS HMEIOT BBICOKOE WJIU
YIOBJIETBOPUTEIIHOE METOOJIOTUYECKOE KAaUeCTBO, UX BBIBOBI [0 HHTEPECYIOIIUM
MCXOJIaM SIBJISIFOTCS COTJIACOBAHHBIMHU )
B VYcnoBHas pekoMeHnaius (He BCe paccMaTpuBaeMbie KpuTepuu 3(h()EKTHBHOCTH
(MCXOmbl) SIBISIFOTCS BaXKHBIMH, HE BCE WCCIEJOBAHUS HMMEIOT BBICOKOE WU
YIOBJIETBOPUTEIILHOE METOJOJIOTUYECKOE KAa4eCcTBO W/MIM WX BBIBOJBI IO
WHTEPECYIOMINM HCX0JIaM HE SIBJISTFOTCSI COTJIACOBAHHBIMHU )
C Cnabast pexoMmeHmanusi (OTCYTCTBHE JOKa3aTEIbCTB HAJJICKAIIETO KadecTBa (BCE
paccMaTpuBaemMble KpuTepuu 3 (HEeKTUBHOCTH (MCXOBI) SBISIOTCS HEBAKHBIMU, BCE
UCCIIEIOBaHMsI MMEIOT HU3KOE METOJIOJIOTMYECKOe KayecTBO W HX BBIBOJBI I10
WHTEPECYIOMINM HCX0JIaM HE SIBJISTFOTCSI COTJIACOBAHHBIMHU )

Meroabl, HCHOAb30BAaHHBIE s (OpMYJHMPOBAHMA PEKOMEHAANMI — KOHCEHCYC
JKCIIEPTOB.
JKOHOMHYECKMI aHaJM3: aHAJIU3 CTOMMOCTM HE NPOBOAWICA M MNyONIMKalMM IO

(bapMaKOE)KOHOMI/IKe HC aHAJIM3UPOBAIUCH.

MeToabl BAJIUAM3ANUN PEKOMEH 1Al Uii:
e BHemHss SKCHiepTHAS OIICHKA
e BHyTpeHHsIs SKCIIepTHAs OIIEHKA

Onucanue MeToa BAJIMAU3AUMU PeKOMEH AUl

Hacrosimme pekoMeHanuu B TPEIBAPUTEILHON BEPCUU PEICH3WPOBAHBI HE3aBUCHMBIMU
JKCTIEPTaMH, KOTOPBIC MTOMPOCUIN TPOKOMMEHTHUPOBATD, MPEXKIAEC BCETO, HACKOIBKO MHTEPIPETALIUS
J0Ka3aTCiIbCTB, JIC)KAIIIUX B OCHOBC peKOMeHI[aI_[I/If/'I, I[OCTyTIHa JJIA IIOHUMAaHUA.

KOMMGHTapI/II/I, HOJIy‘-IeHHBIe oT BKCHepTOB, THIATCIIBHO CI/ICTeMaTI/IBI/IpOBaHI/ICB nu 06Cy)KILaJII/ICL
npejceaareneM U WieHaMu padoueid rpynmnbl. Kaxaplid myHKT 00CyXIaJICsl © BHOCUMBIC B PE3YJIbTATE
ATOTO M3MEHECHHS B PEKOMEHIAIIMU PETUCTPUpOBAIMCH. Eciau ke W3MEHEHHUs HEe BHOCHIIUCH, TO
peFI/ICTpI/IpOBaJII/ICB HpI/I‘-II/IHBI 0TKa3a OT BHCCCHUA I/I3MeHeHlflf/'I.

Jns  OoKOHYATEeNbHOW peJakUMK W  KOHTPOJISI KauyecTBa PEKOMEHAAIMU  IOBTOPHO
MIPOAHATM3UPOBAHBI WICHAMHU pab0vei TPy, KOTOPHIE MPHUIILTH K 3aKITFOYCHHIO, YTO BCE 3aMEUaHUS
1 KOMMEHTApUH SKCTIEPTOB MIPUHATH BO BHUMAHHUE, PUCK CUCTEMAaTHYECKUX OMIMOOK MPH pa3paboTke

PEKOMEHALIUM CBEJIEH K MUHUMYMY.
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HeneBast ayAuTOPUA JAHHBIX KIMHUYECKHUX PEKOMEHIALMI:
1. Bpauu-oHKOJIOTH (Bpauu-XUpPYpry, Bpauyu-yposoru).
Bpauu-gerckue oHkoaoru

Bpauu-nerckue xupypru

Bpaun-3H10KpUHOIOTH.

Bpauu-nerckue 3HI0KPUHOIOTH

Bpauu-neguatpsl

Bpauun-panuorepaneBThbl.

Bpauu-narosoroanaTomsl.

A A R

Bpauu-tepanesTsl.

10. Bpauu o01ieli mpakTUKH (CEMEHHBIN Bpay).

JumarHoctrnueckue u JiedeOHble ommuu B OTHomieHHH mnanueHToB ¢ AKP  TpeOyror

MYJIbTUAUCHUIIIIMHAPHOT'O TOAXO0/4.

IHopsinok 00HOBJIEHUS KJIMHUYECKUX PeKOMEHAalM i

MexaHusm OOHOBIICHUSA KIIMHUYECKUX  PEKOMEHAALMI HpeaycMaTpUBaeT 150.4
CUCTCMATHYCCKYIO aKTyaJIU3alluI0 — HC PCIKC UCM OJIMH pa3 B TPU I'0Jid, 4 TAKKC MMPU NOABJIICHUH HOBBIX
JAHHBIX C MO3UIMU JT0Ka3aTeIbHOW MEIUIIMHBI [0 BOIIPOCAM TUATHOCTUKH, JI€UeHUS, TPOPUIaKTUKU
U peaOumuTalnud KOHKPETHBIX 3a00JI€eBaHMN, HATHMYMH OOOCHOBAHHBIX JIOTIOJIHCHMI/3aMEUaHUN K

panee yrBep)ka€HHBIM KP, HO He yaiue 1 pa3a B 6 Mecsues.
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IIpunoxenne A3. CipaBo4Hbie MaTepHAJIbl, BKIKYAas COOTBETCTBHE MOKA3aAHUI
K NPUMEHEHHMIO H TPOTHBOINOKA3AHUH, ClIOCO00B NPUMEHEHHS U /103
JIEKAPCTBEHHBIX NPENapaToB, HHCTPYKIMH 110 PUMEHEHHUIO JIEKAPCTBEHHOI 0

npenapara

PexoMeHan UM 110 3aMeCTUTEIBbHOM Tepanuy NpHU Je4YeHUH MUTOTAHOM **
1. AOcomoTHast HEIOCTAaTOYHOCTH TIIFOKOKOPTHKOUIIOB
e [ IOKOKOPTHKOM[BI: C HaYaja JeUEeHHs] MUTOTaHOM™* 103l MPEBHIIAIOT CTaHAAPTHHIC:

o Tunpoxoptuzor™** 50-75 mr/cyr

o VY nereit u noapoctkoB ¢ AKP no3a ruapoxkopTuzona** Oyzner 3aBHCETh OT YpOBHSA

koptuzona 1 AKTI B muiazmMe KpoBU MO KOHTPOJIEM JIETCKOTO-Bpaya SHI0KPHHOJIOTa

e OreHKa aIeKBATHOCTU 3aMECTUTEIBHOMN TEPaIui IPOU3BOIUTCS 10 KIMHUYECKUM KPUTEPUSIM,

BKJII0Yasl apTepUaIbHOE JaBJICHUE, MYyJbC, HATMUYUE/OTCYTCTBUE AlNETUTa, JUHAMUKY MacChl

tesa. Takke He0OXOAMMO IPUHUMATh BO BHUMAHHUE YPOBEHB 3JIEKTPOJIUTOB KPOBH.

2. MuHepanKOpTUKOUAHAS HEIOCTaTOYHOCTh PETryJIAPHO OIIEHWBACTCS IO  YPOBHIO
AIIEKTPOJIUTOB KPOBH, KOPPEKIHS — PIIyIPOKOPTUIOH™ *

3. T'unoroHaams3M y MyX4YUH OLIEHUBAETCSA MO KJIMHUYECKUM IPOSBICHUSAM (IPEKTHIIbHAS
TUCQYHKIMS W THMHEKOMAacTus), TMOATBEPXKIACTCAd pe3yabTaTaMd TIOPMOHAJIBHOTO
oOcieioBaHus, TpeOyeT 3aMEeCTUTEIILHON TepaIHH.

4. BropuuHbIi THIIOTUPEO3 perysipHO onieHuBaercs 1o yposHio TTI, T4 cB. (TTI" — HopwMa,

CHWKeHHUe CB. T4 — cHUXKeH) U TpeOyeT 3aMeCTUTEILHOM Teparnu.

PexomeHnaanumu no npuMeHEeHNI0 MUTOTaHa ** B KauecTBe a/IbIOBAHTHOM Tepanuu

e HavanbHas no3a #murorana** cocrasnsiet 1-2 r/cyt (2-4 tabn/cyr). Kaxnpie 3—7 nueit
npoBouTCs noBbIeHue Ha 0.5 - 2 r/cyT (¢ y4eToM NepeHOCUMOCTH) 110 103kl 4-8 1/cyT (8-
16 Tabn/cyT), uau 10 MaKCUMaJIbHO TMEPEHOCHMON 03bI; Mpernapar mpuHumaercs 2 - 5
pas/cyt Bo Bpems eapl [215, 225]. V npereil m mMOApOCTKOB HaydabHAs J03a MHUTOTaHA
coctaBisieT 1,5 /M2 (50 mr/kr/cytkn). Kaknpie 1-2 Heaenu mpoBOIUTCS MOBBIIICHUE JO3BI
Ha 20 mr/kr/cytku win Ha S00 Mr/M2 10 MaKCUMaTBHOU J103bI 4 T/M2/CYTKY MTOJI KOHTPOJIEM
KOHIICHTPALIMU MUTOTaHa** B CBIBOPOTKE KpoBU (HopMma 14-20 mxr/mi) [231, 240, 244].

e [loBbllIeHUE 1031 PETYIUPYETCS

o MIEPEHOCUMOCTBIO Mpenapara;

o JIOCTUTHYTOM TepaneBTHYeCKOM KoHIeHTpauuei (14—20 Mkr/mJr)

e  OrneHuBaTh YpOBEHbh MUTOTaHA** B KPOBU HEOOXOAMMO
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o Kakaple 4—8 Hel 70 JOCTHIKCHHUS IIEJICBOM 30HBI;

o IpU JOCTHXKEHUM 1EJEBOM 30HBI KaxKlble 2-3 MeC B TeueHue 2 JIeT, B JaJbHEHIIeM

BO3MOJKHA OIICHKA uepe3 OoJiee JIUTeIbHbIe HHTEPBaJIbI

e Kimnuueckas v Tonuueckas OLEHKa MPOBOJAUTCS HE pexe 1 pa3 B 2-3 Mmecsna

e HeobOxomumo ompexaenenue ypoBHs wmutoTaHa** (A09.05.035) B KkpoBW mpH
BO3HUKHOBEHUHU MOOOYHBIX AP (HEKTOB

e [Ipu Bo3HUKHOBEHUHU TOOOYHBIX A((HEKTOB:

o HE3HAYUTENIbHBIX/YMEPEHHBIX — TMPOJOJDKUTh TPUEM MHUTOTaHa** TIPOBOAUTH

CUMITOMATHYECKYIO TEPAIHIO;

o 3HAYUTENbHBIX — BEPHYTCS K TIOCIEQHEeH MepeHOCHMON /03e, MPOBOAUTH

CUMITOMATHYECKYIO TePAIHIO;

o TSOKENBIX — TPEKPaTUTh MPHUEM MHTOTaHa**, MpoBecTH cHenuduyeckoe JeueHHe

CHMIITOMOB, 3aT€M BO300HOBUTH MUTOTaHa™*, HAUMHAS ¢ MaJIBIX JO3.
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Onyxoab Hepe3ekTadeabHa WA Nporpeccaposanne AKP

/

bes mpemmecTyromeit
aIbHBAHTHOI
Tepamnia MHTOTAHOM

A 4

MHTOTaH B MAKCHMATLHO

BO3MOKHOIT J03¢

bricTpas mporpeccusa

=

[Tocne nposeneHHOI
aIBIOBAHTHOMH
TEpAIHH MUTOTAHOM |

\\

Mutotau +EDP

OO0cnemopaHle Kajkaele 2-3 Mecidna

v

/
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Perpeccus nnu crabunmsarnus IIporpeccus Tseneie mpoABIEHNA
MECTHBIX CHMITTOMOR
:
\ 4 v v
Xupyprugeckoe jreqeHne? Momndukanua/cmena | Pamqmoxupyprus unn
[IpomomxeHHe Tepanun I[IXT PUA

MutotaHom +/- EDP

PucyHok 2. Aropurtm JiedeHusi IpH Hepe3eKTadeIbHOM WIH nporpeccupyromem AKP
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IHpuiaoxkenue B. Mupopmanus 1 nauueHToB

Pak xopbl HaANOYEYHUKA, WM apeHOKOPTHKAIbHBINA pak (AKP) — penkoe (opdhannoe)
OITyX0JIeBOE 3a00JIeBaHUE, XapaKTepU3yIolleecs, KaKk MpaBuiIo, MO3JHUM CPOKOM BBISIBICHUS U, IIPU
HECBOEBPEMEHHOM U HETIOJITHOM JICYCHUH, HeOIaronpusTHeIM mporao3oM. AKP npumepHo B mosioBruHe
HAONIOJIGCHUH  MOXET CONPOBOXKIATHCS  IMOBBIMIEHHBIM  BBIICIEHHEM B KPOBb TOPMOHOB
HaAmo4YeyHUKOB [148].

AKP — oHa 13 caMbIX pelKux omyxoJiei yenoBeka. Exxeronno BeisBisaoT 0,5-2 cinydas AKP
Ha MUJUIMOH HaceseHus. JKeHuHb! 0oetoT B 2.5 pasa Jaie My>KUdH, CPeTHUN BO3pACT MAI[CHTOB
coctasisieT 46 net. B Poccun AKP Baecen B Ilepeuens penkux (opdanHbIX) 3ab6oneBannii Mun3ipasa
PO.

Ipuuunbl pazeutus AKP

[Ipuuunbl BO3HUKHOBeHHMsT U mporpeccupoBanusi AKP, odeBuaHO, 3akioyaroTcs B
reHeTudeckux aedexrax. OHM MOTYT 3aTparuBaTh UCKIIOYUTEIHHO KIETKHA KOPBHI HAAMOYCUHUKA, U3
KOTOPBIX M Pa3BUBAETCS OMyX0Jib. B 3TOM citydae 3a0osieBaHueE 3aTparuBaeT TOJbKO CAMOTI'0 MallkeHTa
U He Hacienyercs ero aetbmu. lopazmo pexe (3-5% ot Bcex cimyuaeB AKP cpeau B3pocibix
narueHToB) AKP pa3BuBaeTcst u3-3a BpOXKIEHHBIX T€HETHYECKHX A€(PEKTOB, MPHUCYTCTBYIOIIUX BO
BCEX KJIeTKax opranu3Ma. B stom ciyuae roBopsaT o pa3Butuu AKP B pamkax HacieICTBEHHOTrO
cunapoma. Ha cerogusmnmii nenp, AKP onncan kak KOMIIOHEHT CIEQYIOIIHUX CHHAPOMOB: JIu-
O®paymenn, JIMHYa, MHOKECTBEHHOW OJHJOKpPUHHOW Heomaswu | Ttuma, [apaHepa (ceMelHBIM
aZIcCHOMAaTO3HBINA MonuMo3), komruiekca Kapau, bexksura-Baiinemana, neitpopudbpomarosza 1 tuna. B
ciyyae, eciau y nanuenta BbisiBIeH AKP B coctaBe HacieICTBEHHOTO CHHIPOMa, HEOOXOAUMO
o0clie10BaTh €ro KPOBHBIX POJICTBEHHUKOB U, MIPEXK/IE BCETO, ACTEH.

Baxno ormeruts, uto cpenu Bcex ciydaeB AKP B gerckom Bospacte 80% 0OycCiIOBIEHBI
BPO’KJICHHBIMU T€HETUYECKUMU J1e(heKTaMu, MPUBOJAIIMMHU K pa3BUTHIO cuHapoMa Jlu-OpaymeHu.

UYetkoii cBsi3u Mex 1y Bo3HHKHOBeHHEM AKP 1 00pa3oM KU3HH WM BHEITHUMHU (PaKTOPaMU J10
HACTOSIIETO BPEMEHH HE 00HAPYKEHO.

IposiBnenuss AKP

B 50-60% cinyqaes AKP compoBoxIaeTcs MNOBBIIIEHHON NPOIYKLIHMEW TOPMOHOB KOPBI
HAJIMOYEYHUKOB, & UMEHHO:
1. TIIOKOKOPTHKOW[BI (KOPTU30JI U KOPTU30H);
2. MHUHEpaJOKOPTHUKOUIBI (aIbJIOCTEPOH, KOPTUKOCTEPOH U JI€30KCUKOPTHUKOCTEPOH);

3. T0JIOBBIE TOPMOHBI (aHAPOTEHBI U AICTPOTCHBI).

BonpmmHCTBO Onyxoiiell H30JIMPOBAHHO CEKpeTHupyeT KopTu3on (1o 60%) uim aHaporeHs! B

KoMOMHaImu ¢ Koptuzoiom (30%).
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KamoOpl mMmanmueHToB C TOPMOHAIbHO-akTHBHBIM AKP  ompenenstorcss MOBBIIICHHON
MPOAYKIIMEN COOTBETCTBYIOIIMX TOPMOHOB:

- kopTtu3ona (oOmast ci1abocTh, TOJOBHBIE OOJNH, OXHUPEHHE, C THUIUYHBIM OTIIOKEHUEM
KUPOBOM KJIETYaTKU B OOJIACTH JIMLIA, IIEH, TPYAH, KUBOTA. JIMIIO MPU 3TOM BBIMJISIAUT OKPYTJIBIM,
ayHooOpa3HbeIM. Ha miekax mosBiseTcss myprypHbIi pyMsHel. Pyku u HOTM Ha00OpOT CTaHOBATCS
TOHKMMH M3-32 YMEHBIIEHUS Macchl MBI Ha Ko)ke MOSBISIFOTCSI YyIpeBbIe BBICHINMAHUSA. PaHbl U
MOpe3bl 3KUBAIOT MEAJICHHO. BO3HMKaIOT 60JIM B KOCTSAX M CKIIOHHOCTH K Iepernomam, Oecruionue,
MOBBILIEHUE apTEPUaIHLHOTO JaBICHUS U p.);

- anpJ0cTepOHa (TIOBBIIIEHUE apTepUaIbHOTO ABJICHHUSI, CTA00CTh MBIIII] BCIEICTBUE TOTEPU
Kayus);

- TECTOCTEPOHA (POCT HEXKEJIATEIILHBIX BOJIOC HA TeJIe, TOHIKEHUE TeMOpa rojoca, yBelIudeHne
KJIUTOpA Yy KEHILH, MOBBIIIEHNE KUPHOCTH U HEUUCTOTA KOXKH);

- 3CTPOTEHOB (MMIIOTEHLUS, YBEIMYEHUE IPYAHBIX KeJle3 y MY>KUHH, MaTOYHbIE KPOBOTEUEHHS
Y JKEHIIUH B [IOCTMEHOIAY3€).

I'opmoHanbHO-HEAaKTUBHBIE ONyXoyin BeTpedaroTest B 40% ciydaeB U KOBapHbI OTOMY, 4YTO
JI0JITO€ BpeMsi MOTYT HUKAK O ceOe He 3asBIISATh U B JaIbHEHILIEeM, IPU YBEIHUEHUHU Pa3MEPOB OIyXOJIH,
MPOSBIIATHCSA OOIIMMHU HeCTIeUN(DUYHBIMU CUMIITOMAMH: TUCKOM(OPTOM WM OOJISIMU B KUBOTE WU
CMHMHE, OIIYIIEHHEM INEpPENOoIHEHUsI B JKMBOTE, HAIMYMEM O0BEMHOro OOpa3oBaHHs B OpPIOIIHOMA
MIOJIOCTH, OTIPEJIEIIIEMOTO BPauOM MJIM CAMOCTOSATEIHHO MAIMEHTOM MIPH OIIYIIBIBAHUU KUBOTA.

BoisiBjienne (amarsoctuka) AKP

[upokoe BHEAPEHUE B KIMHUYECKYIO MTPAKTUKY METO/OB JIY4eBOW AMArHOCTUKH, TAKUX Kak
yibTpa3BykoBoe ucciaenosanue (Y3W) nouek u HagnmouedHukoB (A04.28.001), xommbroTepHas
tomorpadust (KT) 6promrHoii monoctu (A06.30.005.003), marauTHO-pe3onancHas Tomorpadus (MPT)
opromHOM mosioctd  (A05.30.005.001), mpuBeno K pPE3KOMY YBEIMYCHUIO YHCIA CIIyY9aitHO
BBISIBJICHHBIX OITyXOJe HaanoueyHuKoB. CiydailHO BBISIBJICHHAsI OIYXOJb HAAMOYEUYHHKA MOKET
0Ka3aThCs KaK TOPMOHAIIbHO-HEAKTHBHOM, TaK M aKTUBHO MMPOU3BOIUTH PA3TUYHbBIE TOPMOHBI (CMOTPH
BBINIE); WCXOAWTh W3 PA3IUYHBIX 4YacTe HAINOYEYHHKA, OBITh 3JIOKAYECTBEHHOW WU
nobpokauecTBeHHON. Cpeiu Bcex clydailHO BBISBJIICHHBIX omyxoJiel Haamodeunnka AKP BcTpeuaercs

npuMepHo B 4% citydaes.

[Tpu momo3penun Ha AKP npoBoauTcst mabopatopHasi TUArHOCTHKA, KOTOpasi 3aKII0YacTCs B
BBISIBJIECHUM TOPMOHAJIBHBIX HApYIICHUH, XapaKTEPHBIX [JIs TOpMOHalbHO-akTUBHOro AKP. [lns
MOATBEPKICHUS/UCKIIIOUEHUSI TOPMOHAIBHON aKTUBHOCTH OITYXOJIM PEKOMEHJIOBaHBI CIEAYIOLINE

MeTOBI 1a00OpPaTOPHON AUATHOCTUKH:
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e oOmpeleleHHe KOpTHU30ja B paHHME YTpEeHHHE yachl Ha (OHE MOJaBISIONIET0 TecTa ¢
#mexcamMeTa3oHOM* *;

® TMpU OTCYTCTBUU (DU3MOJOTHYECKOTO TMOJABICHUS YPOBHS KOPTU30JIa — OMpECICHUE
aJPEHOKOPTUKOTPOITHOTO TOPMOHA B YTPEHHUE YaChI;

® BCEM MAIMEHTaM C BBISBICHHOM OIMYXOJIbIO HAAIOUYEYHUKA 1JI1 UCKIIIOUEHUS IPYToil omacHou
onyxoJid — eOXpPOMOIIMTOMBI, TTIOKa3aHO OMpeeiecHue HopMeTaHedpruHa U MeTaHedpruHa B
cyrounoii Mmoue (A09.28.034.001, A09.28.034.002) wnmm mnazme (A09.05.133.001,
A09.05.133.002);

® [P HAJMYUHU Y NMALMEHTA C OMyXOJIbIO HAJIIIOYEYHNKA apTepHaIbHOM FUIepTEeH3UN MOKa3aHo
oTpezieNieHue COOTHOIICHUS MEXy YPOBHEM allbJOCTEPOHA M aKTUBHOCTBIO PEHUHA TJIa3Mbl
JUISL ICKJTFOUEHUS TIEPBUYHOTO TUIIEPATIbA0CTEPOHN3MA;

® [IpU MOJO3PEHUU HA U30JIUPOBAHHYIO WIIH COUYETAHHYIO (C TUIIEPKOPTUIIM3MOM ) OITYXOJICBYIO
TUIEPIPOIYKIINIO TOJIOBBIX TOPMOHOB IOKAa3aHO OIpeAeNieHHEe CTEPOUIHBIX TOPMOHOB
CBIBOPOTKH KpOBHU (meruapo3nuaHapPOCTePOH-CYIb(aT [A09.05.149], 17-
ruapokcunporectepon  [A09.05.139], augpocrennuon [A09.05.146], TecrocTepoH
[A09.05.078], actpamnon [A09.05.153] y My>KUMH U KEHITUH B MEHOTIAY3€).

Metobl JIy4yeBOM TUArHOCTUKHA HA COBPEMEHHOM ATale MMEIOT BaXKHEWIEe 3HAYCHUE IS
noorepaMoHHoro noareepxacHuss auarHoza AKP. W ecnu Hamuume mnOpsIMBIX TPHU3HAKOB
3JI0KAU€CTBEHHOCTHU OMYXOJIM, TAKUX KaK MPOPACTAHHE B OKPYKAIOIIUE OPraHbl, METACTATHUECKOE
nopaxeHue JUMQOY3JI0B, MeUeHH, JeTKux, aenaer nuarno3 AKP mpakTtuyecku o4eBHIIHBIM, TO HX
OTCYTCTBHE CTAaBUT 3aJ]auy 110 BBISBJICHUIO IPU3HAKOB, XapaKTEPHBIX UMEHHO JIJISl 3TOM OIMyXOJIH.

Komnbioteprass tomorpagus (KT) OpromHoii monocTM ¢ BHYTPHUBEHHBIM OOJIOCHBIM
koHTpactupoBanueM [A06.30.005.003]— «3070TOM CTaHAAPT» JIYYEBOM IUArHOCTUKH OIYyXOJIeH
HAJMOYEUHUKOB.

Yabrpa3BykoBoe wucciaenopanue (Y3U)[A04.28.001] ucmomp3yercsi AOBOJBHO YacTO B
KauyecTBe MEPBUYHOrO JUATHOCTHUECKOro MeTona. ¥Y3U odeHb XOpoIlo ompenessieT Onyxodb, HO, K
COXAJICHHIO, HE BCETIa MOYKET TOUHO ONPEACIUTh MIPOUCXOXKIACHUE 3TOH omyxonu. Y3U MoxkeT ObITh
WCIIOB30BAaHO JIJISl MIEPBUYHOM JIMarHOCTHKHU OIyXOJei HaJMOYEUYHUKOB B CIy4ae HEBO3MOXHOCTU
BBITIOJTHEHUS] KOMITBIOTEPHOI TOMOTpaduu.

MarHuTHo-pe30HaHCHasA TomMorpadusi (MPT) TOJIOBHOTO Mo3ra
(A05.23.009.001) pexomeHn0BaHa JUIsl NEPBUYHON JUATHOCTUKH OIyXOJIEW HAAIOYEUYHUKOB, a TAKXKE
JUTSL UCKJTIOYCHHSI METacTa30B B ToJoBHOM mo3re. MPT o0mamaeT BBHICOKOW YYBCTBUTEIHHOCTHIO B
BBISIBJICHMM OITyXOJIEW HaJAMOYEYHUKOB, OIICHKH COCTOSHUSI ONYXOJH, B TOM 4YHCIIE TMOPaKeHUs

coceqHux opraHoB. OQHAKO TOYHOCTh TAaHHOTO METo/a Noka Hrke, yem KT.
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OcTteocumHTUrpadus (cuuHTUrpadgusa KOCcTel BCero Tesia) NoKa3zaHa MpH MOJ03PEHUU Ha
MeTacTa3bl KOCTEH cKeleTa.

IMo3uTponHo-3mMuccuonnasi tomorpapusa (I19T) ¢ dmynesokcurmokozori [18F] (DAD)
(A07.30.043 Tlo3uTpoHHAast SMUCCUOHHAsE TOMOTpadusi COBMEIICHHAs! C KOMITBIOTEPHOM ToMorpaduei
¢ tymoporponHbiME PDIT, A07.30.043.001 ITo3uTpoHHast SMHUCCHOHHASI TOMOTpadusi COBMEIIICHHAS C
KOMIBIOTEpHON ToMorpadueit ¢ TymoporponHsiMu POII ¢ koHTpacTHpoBaHMEM) MOKa3aHa JUIs
OIIpEeENIEHUs] CTaJuM U PaCHpPOCTPAHEHHOCTU IpOIEcca, a TAKXKE B KAaYeCTBE JMAarHOCTUYECKOTO
METOJ1a, MO3BOJIAIOIIETO ONPENEIUTh 3JI0KAaYECTBEHHBIM MOTEHIMAA HpU HEOOJBIIMX pa3Mepax
omyxoinu (10 4 cm).

Iynkuuonnas Ouoncusi B ciyyae AKP He mMmeer noka3aHHBIX MPEUMYIIECTB, oOyajaeTt
HU3KOH UYyBCTBHUTEIBHOCTBIO, HEIOCTATOUYHOW HH(OPMATHUBHOCTBIO M BBICOKOH BEPOSTHOCTHIO
OCJIO)KHEHUH, TI0ITOMY €€ MPOBEACHUE HE TTOKA3aHO.

Jleuenne AKP

Huarnoctuka u neyeHue AKP moimkHBI MpOUCXOIUTH C y4acTHEM Bpada-OHKOJIOra, Bpaua-
9HIOKPUHOJIOTA, Bpaya-Xupypra, Bpaua-KIMHHYIECKON 1a00paToOpHOI JMAarHOCTHKH, Bpada-paruosiora
B CIICIHAIU3UPOBAHHOM YUPEXKICHUN/OTICTICHUN.

Haun6Gonee a3 pexTuBHBIM METOAOM JiedeHUs sBIsAeTCS Xxupyprudaeckuid. [Ipu BesiBnenuun AKP
HA paHHUX CTaIUsAX 3a00JieBaHUS, KOT/Ia HET MPOPACTAHUS OMYXOJU B )KM3HEHHO BA)KHBIC OpPTaHbI
W/WIM MHOTOUYMCIICHHBIX METACTa30B, ONEpPAIUs SIBISICTCS TMEPBBIM ITAllOM KOMIUIEKCHON TEparvu.
Jlanee npu OTCYTCTBUU METACTa30B XUPYPTUYECKOE JI€UEHHE MOXKET ObITh JOMOJIHEHO Ha3HAUYEHUEM
JIC B agproBaHTHOM pexnuMme). PemieHne o jedeHWHM NMPUHUMAETCS HAa OCHOBAaHWUM OCOOCHHOCTEH
omyxonu (ripexae Bcero, unaekce Ki-67) u teuenus AKP y nannoro namnuenra.

B cnyuae Hanmmums Meracta3oB Ha MOMEHT BbisiBIeHUS AKP uiu BO3HUKHOBEHHS UX B
JAIbHENIIEM KOMIUIEKCHOE JIEUEHUE JOJKHO BKIIFOUATh U XUMUOTEPAIHIO.

MHoxecTBEeHHbIE METacTa3bl U/WIIN MPOpPAcTaHUE OMYXOJH B JKU3HEHHO Ba)KHbIE OpraHbl Ha
MOMEHT mnocTaHoBKM juarHo3a AKP, kak mpaBuiao, HE TMO3BOJISIOT IPOBECTH aJIEKBATHOE
XUPYPrUUECKOE JIEUEHUE WM MOTYT IPHUBECTH K CEPbE3HBIM OCJIOXKHEHHMSIM BO BPEMs OIEPALMH.
[loaTomMy B TakoW cHUTyalluH JIeYeHHE HAYMHAIOT C XMMHUOTEpANHH, YTO, B OOJBUIMHCTBE CIlyyae,
MIPUBOJUT K YMEHBIIEHUIO Pa3MEPOB OIYXOJIEBBIX OYAroB; AAJIe€ MPOBOAAT ONEPALUIO.

Jucranunonnas nydeBas tepanus ([JIT) nokazana B kauecTBe NaJNIMATUBHOW TEpaNuu IpH
Metactazax AKP B kocTu ¢ 00NeBbIM CHHIPOMOM (J{icTaHIMOHHAS JTydeBasi TEPANus IPH HOPaKECHUH
KOCTel) W IICHTPAJbHYI0 HEPBHYIO cucTeMy (JlucTaHImMOHHAS JIydeBas Teparus TPH TOPaKECHUH
[IEHTPAIbHON HEPBHOM CHCTEMBI M TOJIOBHOTO MO3Ta).

IIporuos
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B muenom, mporno3 AKP omnpenensercs CBOEBPEMEHHOCTBHIO BBISBICHUS 3a00JICBaHUS,
3¢ HEKTUBHOCTHIO POBOAMMOTO JICUECHHS U IPUBEP/KEHHOCTHIO MALIMEHTA K TEePATHH.

Jleuenne AKP sBrsieTcst INTMTENBHBIM U TPYIOEMKHUM IPOLIECCOM, TPEOYET YCHIIHI HE TOJIBKO
KOMaH/Ibl Bpadel ¥ caMoro MarueHTa. [I[puBep)KeHHOCTh K JICUCHHIO, BHITIOJIHEHHE PEKOMEH/IAINH 110
CBOCBPEMEHHOMY OOCIICIOBAHUIO M JICUCHHIO, KaK MPABHIIO, MO3BOJISIOT JOOUTHCS YIYUIICHUS WIH
crabmimzanuss AKP. HaubGosnee HeOmaronmpusTHbIM NMPOTHO3 OTMEYAETCS Yy MAIMEHTOB, KOTOpHIE

OTpHULAIOT CBOC 3a00JIeBaHUE U HE BBIIOJIHIIOT peKOMeHI[aLII/IfI JiCHaIero Bpaya.
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IIpunoxenue I'l. Ikana 0a11bHON OLEHKH 3710KAYECTBEHHOT 0

nmoTreHIMaJaIa onyxo.ﬂeﬁ KOPbI HAAIIOYCYHHUKA

Ha3zpanue Ha pycckom s3bike: Illkana Beiicca s  I'MCTOJOrMYECKOM  OLEHKH

3J10Ka4eCTBEHHOCTH OIyX0JIM KOPbI HAANOYEeYHUKA

OpurnnanbHoe Ha3BaHue: Wiess scale

Hcerouynuk (myOanKanms ¢ BaJauaanue):

Lau SK, Weiss LM. The Weiss system for evaluating adrenocortical neoplasms: 25 years later. Hum
Pathol. 2009;40(6):757-768.

Tun: [IIxana oneHKu

Ha3Ha4veHue: rucTO/IOrMYECKast OLEHKA 3JJ0KAYECTBEHHOCTH OITYXOJIM KOPbI HAaITIOYEYHNKA

Tabamnna 8
Tabéanna 8. Cucrema 6a/1/IbHOM OLIEHKH 3/10Ka4Y€CTBEHHOTI'0 NOTEHIIHAJIA Oy X0J1ei KOPBI

Haanmoyeunuka Weiss

Kpumepuit wikanv Onucanue
Beiicc
Buvicoxuui ss0ephbiii Veenuuennvie, osanvuvie unu cecmeHmuposanHvle 10pa

UHOEKC (OCHOGCZH HA Kpumepusix | C KPYNHO3ZEPHUCMBIM, CUNEPXPOMHBIM XPOMAMUHOM U JIE€CKO

Fuhrman — grade Ill unu IV) | pasauvumvimu s0pblidKamu.

Konuuecmeo mumoszos OL}@HKCZ 6 10 nonsax npu bobLUOM yeeaudeHuu, 6 30He

bonee 5 na 50 noneti 3penus npu | HauboILUEN MUMOMUYECKOU AKMUBHOCMU 8 KANCOOM U3 5

O0LUOM YBeTUdeHUU cmekon, umo 6 obwell croxcnocmu cocmaesiasiem 50 noneti
3peHusl.

Tamonozuueckue Amunuunoe pacnpeoenenue Xpomocom uiu u3DbIMouHoe

MUMO3bl KOAUYECmE0 MUMOMUYECKUX eepemer oenetus c

MYAbMUNOJISIPHOU MOPPON02UYECKOU CIMPYKMYPOILL.
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Menee 25% xnemox co

Cc8emaol YUMonia3mot

Csemavie Kiemku, bocamole ﬂunu()amu, C

SCIKyOJZuSupOGaHHOIZ L;umonjzasmoﬁ, HanomuHarvuwiue Kiemkxu

I’lyllK06012 30Hbl HAONOYEYHUKA.

Jugysnwiii xapaxmep

pocma 6onee 1/3 onyxonesoii

MmMKarnu

Hecmpykmypupoeanﬂbze njaacmol KJiemok, sanumaroujue

bonee 1/3 onyxonegotl mxauu.

Yuacmru HeKpo3a

onyxonu

Cnusarowuecsi yuacmxku Hexkposza. H3onuposanmbvli

HEKpOo3 OMOEJIbHBIX KIIEMOK GbIAGIACCS pe()lco.

Benosnas unsasus

Onyxonb 8 6ude Clenkos cocyoo8 uiu NOAUNOBUOHBIX

8blCNynoe 8 npoceenie cocyaa, NOKpblMblX cloem

oHOOmenuanbhblx kiemok. Heobxooumo omauuams nocieonue
om c600600HO naaearouwux) onyxojieeblx KilemokK, Komopble

Mo2ym Ovimb apmeghakmamu.

HUneasus onyxoju 6

CUHYCOUODBL

Cocyoul, 8bICIAHHbIE IHOOMENUEM, oe3

2NAOKOMBIULEYHOU CIMEHKU.

Hnsasus 6 kancyny

Onyxonv epacmaem uiu newempupyem Kancyuy npu

Haiuduu aCCOI/;I/lMPOGCIHHOIZ cmpoxwaﬂbuoﬁ peakyuu.

THosacnenus. Kasxcowiii uz 9 kxpumepuee oyenusaemces 6 1 bann. Ilpu nabope 3 6annog u b6onee

no Weiss-wxane nodmeepofcdaemwz BbICOKULL 310KAYCCMBEHHbII nomeryual onyxoau u cmaeumcs

ouazcros AKP.

Ipuiaoxenue I'2. Ikana 6a11bHOM OLIEHKH 3JI0KAY€CTBEHHOT 0

MOTCHIHAJA OHKOIIMTAPHBIX onyxoneﬁ KOPbI HAAIMMOYCYHHKA

Ha3Banue Ha pycckom si3bike: Illkana Bun-Beiicc-Buceaunsi 11 rHCTOJIOTHYeCKON OLEHKH

3JI0KA4eCTBEHHOCTH OHKOIMTAPHOM OMyX0/IM KOPBI HAANMOYeYHUKA
OpurunanbHoe HazBaHue: Lin-Weiss-Bisceglia scale

Hcrounnk (my0aukanus ¢ Baauaamnuei):
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Bisceglia M. et al. Adrenocortical oncocytic tumors: Report of 10 cases and review of the literature //

Int. J. Surg. Pathol. 2004. Vol. 12, Ne 3. P. 231-243.

Tun: [IIxana oneHku

Ha3HayeHue: rucroJoruyeckas OII€HKa 3JIOKAQYE€CTBCHHOCTH OHKOHPITapHOﬁ OITYXOJIX KOPbI

HaAIIOYCYHHKA

Tadoauna 9. CucreMa 0a/1/IbHOI OLEHKH 3710KAYeCTBEHHOT0 MOTEHIMAJIA OHKOUMTAPHOMI

OIyX0J1M KOpbI Haanmovyeynuka Lin-Weiss-Bisceglia

Onpedensaowue Kpumepuu OJisl o [Ipeobnadanue Kiemox ¢ 203uHOPUILHOU

6KJIIOYEHUA ONYXOU 6 cPpYNNny OHKOUUMAapHslx ZpaHyJZ}ZpHOIZ L{MmOVlJZCBMO?;l

e Buicokoe ﬂ()epHo—L;umonﬂasmamuqemoe

COONHouteHue

o Jlupgysmusiii xapakmep pocma

bonvuue kpumepuu o  Mumomuueckas axmusHocmv 6onee 5
Mumo308 6 50 nonsax speHus
o  AmunuyHvie MUMO3bl

e Benosznas uneasus

Manvie kpumepuu o Pasmep 6onee 10 cm u/unu macca 6onee
200 2
e Hexpos

o /Heasus cumycouoos

o Unuesasus Kancyol

Tosacuenue. Onxoyumapnuoiii apuanm AKP ouacnocmupyemcs npu HAIUMUU KAK MUHUMYM
00HO20 «bOonvbuioco Kpumepusy, onxoyumapHuas AKA ¢ noepanuyHbiM  310KA4ECMEEHHbIM
NOMEHYUANIOM — NPU HATUYUU KAK MUHUMYM OOHO20 «MAN020 KPUMEPUsLY, eClu OMCymcmeyiom ece
bonvuue u Manvle Kpumepuu, OHKOYUMAapHas onyxoas cuumaemcsa 0obpokavecmsennoul. Cnedyem
VUUMbI8AMb, YMO OHKOYUMAPHbBLE KIemKU 00NHCHbl cocmasnams 6onee 90% niowaou onyxoau ons

moceo, ymobvbl ee MOJNCHO OblIo paccmampueams KAK NOJTHOCNbIO («pure») OHKOUYumapHoe
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H08000pa308aHue Kopbl HAONOYeUHUKO8. B npomusHom criyuae Heobxooumo npumeHsams Kpumepuu,

ucnosbzyemovle 0J151 OUACHOCMUKU KIACCUYECKO20 eapuarma AKP.

IIpunoxenue I'3. IIkana 0a11bHOI OLEHKH 3710KAYECTBEHHOT 0

MOTEHUHAJIA OILYX0JIel KOPbI HAANMOYECYHUKA Y AeTel

Ha3zBanue Ha pycckom s3bike: Kputepuu BueHeke M TIMCTOJOTHYECKONW OLEHKH

3JI0KA4eCTBEHHOCTH OMYXOJIH KOPbI HAAMOYEYHUKA Y J1eTei

OpurunanbHoe HazBanue: Wieneke/Armed Forces Institute of Pathology criteria

Hceroynuk (myOaukanus ¢ BaJaujaanue):

Wieneke J.A. et al. Adrenal cortical neoplasms in the pediatric population: A clinicopathologic and
immunophenotype analysis of 83 patients / Am J Surg Pathol. 2003. Ne27. P. 867-881.

Tun: [llxana ouenku

Ha3navenmue: rucTo/iornyeckas OlleHKa 3JI0KaY€CTBEHHOCTH OITyXOJIM KOPbI HAJIMOYEYHHKA Y JIeTel

Taoauna 10. Kpurepuu Wieneke 1151 onpeneseHus 3Jl0Ka4eCTBEHHOCTH OIYX0JIeil KOPbI

HA/ANO4YeYHHKA Yy Aeteil (Bozpact <20 jer) [53]

1. Macca onyxosu >400 r

2. Pasmep onyxouu >10.5 cm

3. JlokaJibHasi MHBA3Ms U/WIH PACPOCTPAHEHHE B NPUJIe/KALIAE OPTaHbl
4. HNuBa3us 10101 BEHBI

S. BeHo3Hast unBa3us

6. HNuBa3us KancyJabl

7. Hannune onmyxo/ieBoro Hekpo3a

8. >15 muto30B Ha 20 moJeii 3peHust npu yseandeHnu x400

9. IIpucyrcrBHe aTUNMYHBIX MUTO30B

Kurou:

0-2 kpuTepusi — 100pOKaYeCTBEHHAS ONMYXO0JIb, 0JIATONPUSATHBIA MPOTrHO3.
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3 KpuTepus — HeolpeaeJeHHbIN 3JI0Ka4eCTBeHHbIN MOTeH A

>3 KpuTepHeB — 3JI0KA4YeCTBEHHAs OIyX0JIb, He0IarONPHUSTHBIN NPOTHO3.

Mpunoxenue I'4. Kpurepuu onenku orsera onmyxoJu Ha jgedenue (RECIST 1.1)

Ha3panme Ha pycckom si3bike: Kputepuu OIEHKM OTBETa OMYXOJM HAa XUMHUOTEpANeBTHUYECKOE

neuyenue (RECIST 1.1)

OpurunanbHoe Ha3BaHue: Response evaluation criteria in solid tumors 1.1 (RECIST 1.1)

Hceroynuk (myOJauKanms ¢ BaJaujaanuen):

Eisenhauer EA, Therasse P, Bogaerts J, Schwartz LH, Sargent D, Ford R, Dancey J, Arbuck S, Gwyther

S, Mooney M et al: New response evaluation criteria in solid tumours: revised RECIST guideline

(version 1.1). Eur J Cancer 2009, 45(2):228-247

HcToyHUK (Ha PyCCKOM SI3bIKE):

I'omOonerckuit BA, Jlaitman AIll, I[llammeB AH, Bnamsumupckuit AB, Moposzo CII (pen.):
Meroauueckue pEKOMEHJAUUU 110 IPUMEHEHUIO KPUTEPUEB OTBETA COJIMIHBIX OIYXOJEeHd Ha

xumuotepaneBtuueckoe jedenne (RECIST 1.1). Meroguueckue pexomenmanuu Ned6; 2018.

http://medradiology.moscow/d/1364488/d/no46 2018 recist 11.pdf

Twun: [IIxana oneHku

Hasna4venmne: OIICHKA OTBCTA HAa XUMHUOTCPAIICBTUYCCKOC JICUCHUC

Tabauna 20. Ouenka pa3MepoB 0CHOBHOI0 OILYX0JI€BOT0 04Yara

ITonHbIN OTBET
(Complete Response - CR)

Hcue3HoBeHME BCeX SKCTPAHOAAIBHBIX IIENIEBBIX 00pa30BaHUil.
Bce maromormueckue —nuM@aTHYECKHE  Y3JIbl  JOJDKHBI
yMeHbIUTECA <10 MM 10 KOpPOTKOH OCH B aOCOIIOTHOM
3HAYEHUHU.

YacTUUHBIN OTBET
(Partial Response - PR)

YMeHbIIIeHHEe CyMMbl HauOOJIBIIMX pa3MepoB o4aroB Ooiee
gyeM Ha 30%; nns cpaBHeHHS Oepercs MEpBUYHOE
UCCIIeIOBaHHE.

[IporpeccupoBanue
3aboneBanus (Progressive
Disease - PD)

e VBenn4yeHue CyMMbI HAUOOJIBIINX pa3MEPOB HE MEHEE YeM
Ha 20 % 1o CpaBHEHHIO C BPEMEHHON TOYKOW, UMEIOIIEN
HAMMEHBIIYI0 CYMMY HauOOJIBIINX pa3MepoB (HAAUP)

e Cymma HauOOJBIINX Pa3MEPOB JOKHA TEMOHCTPUPOBATD
a0COJIIOTHOE YBETMUEHUE Pa3MEPOB HE MEHEE YEM Ha 5 MM.

e JIOCTOBEpHOE MOSIBIIEHUE HOBOT'O OIYXO0JIEBOIO Ouara

Crabunuszanus 3a00JieBaHusd
(Stable Disease - SD)

HecooterctBue kputepusam CR nnu PR npu orcyrcteuu PD.
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Taoauma 21. Onenka MeTacTaTHYeCKHX 049aroB

Response - CR)

[Tonmuenii orBer (Complete | o

Hcue3zHosenue

BCECX

MM I10 KOPOTKOM OCH.

JOIMOJITHUTCIIbHBIX

o4yaroB u

HOpMAaJIM3alusl YPOBHsSI OITyXOJIEBBIX MAapPKEPOB.

e Bce numparnueckue y3ibl TOJDKHB UMETh pa3mep MmeHee 10

e Hopmanu3zamuus ypoBHS OIyXO0JIEBBIX MAPKEPOB

Disease - PD)

[IporpeccupoBanue

3aboneBanusi (Progressive

OJHOI'O MJIN HECKOJBKHX HOBBIX O4YaroB.

OI[HO3Ha‘IHa$I IMporpecCuda AOIOJIHUTCIIBHBIX OYaroB, IMOSIBJICHUC

Taoauna 22. CymmapHasi oieHKa 3a00/1eBaHUs

IleneBble ouaru

HeneaeBnlie ouarn

Hosrble ouarun

OO0mmii oTBeT

ITonmabIN OTBET ITonmHEBIN OTBET Her ITonmaBIN OTBET
ITonHEI OTBET YacTUuHEIN Her YacTUUHEINA OTBET
OTBET/CTAaOMIBLHBIN
TIPOIIeCC
ITonuelit OTBET Henb3s onieHUTE Her YacTUYHEIA OTBET
YacTUUHBIN OTBET Her Her YacTUUHBIN OTBET
MIPOTPECCUPOBAHUS
3a00JIeBaHUs WU
HEJb3S OLICHUTD
CrabuiibpHoe Her Her CrabuiibpHoe
3aboeBaHue MIPOTPECCUPOBAHUS 3aboeBaHue
3a00JIeBaHUs WU
HEJb3S OLICHUTD
Henb3s oneHUTH Her Her Henb3s oneHUTH
MIPOTPECCUPOBAHUS
3a00JIeBaHUs
[IporpeccupoBanue JIro6oe cocrosinne JIroboe cocrosinue | [IporpeccupoBanue
3a00JIeBaHUS 3a00JIeBaHUS
JIroboe cocrosiHue [IporpeccupoBanue JIroboe cocrosinue | [IporpeccupoBanue
3a00JIeBaHUs 3a00JIeBaHUS
JIroboe cocrosiHue JIro6oe cocrosinne Ectpb [IporpeccupoBanue
3a00JIeBaHUS
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Ipuaoxkenue I'S. Kpurepun ageKBaTHOCTH ONepanyu

Ha3zBanue Ha pycckoMm sizbike: Kitaccudukanmii pesuayansabix onyxoseit (R Knaccuduxarms)

OpurunaabHoe Ha3BaHue: Residual Tumour (R) Classification

Hcrounnk (mydankanus ¢ Bajauaamnuei):

Brierley J, Gospodarowicz MK, Wittekind Ch (eds). TNM classification of malignant tumours. Oxford,

UK; Hoboken, NJ: John Wiley & Sons, Inc., 2017.

Twun: [IIxana oneHku

Ha3HaueHme: oOIleHKa aJE€KBAaTHOCTH XHMPYPTUYECKOTO JICYCHHUS 10 HAIWYHIO/OTCYTCTBHIO

pe3uayalbHON ONyXO0Iu

Taoauna 23. Knaccupukanuii pe3nayanbubix omyxodieii (R Kinaccudpuxanms)

RO Pe3uayanpHas omyxoiib OTCYTCTBYET (TOJHAS PE3EKIUsI C OTCYTCTBHEM MPU3HAKOB
OITYXO0JIEBOT'O POCTA)

R1 Pe3unyanpHas omyxosib OonpenemnsieTcss MUKPOCKONMYECKH (ITPU3HAKH OIMYyXOJIEBOTO
pocTa B Kpasix yAaJeHHOW TKaHU)

R2 PesunyanpHas omnyxonb ONpeneNnsercs MaKpPOCKOIMYECKH (OCTaTKH OIyXOJH,
MaKpOCKOIIUYECKH BUUMbIE BO BpEMs OTepallii)

Rx HenocraroyHo JaHHBIX Ui OINpENEeNCHUs pPEe3UIyaJbHONH OMyXoilu (OLEHUTh
a/IeKBaTHOCTH ONEepalliil HEBO3MOXHO WJIM JaHHbIE COMHUTEIIbHBI)
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